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BBEJAEHHUE

AKTyaJILHOCTL TEMbI UCCJICIOBaAaHUA

B nocnennue aecsaTuneTus BO BCEM MUPE OTMEUAETCS pPOCT pacpOCTPaHEHHOCTH
ajiepruyeckux 3aboneanuii (A3), B Tom yucie u oponxuanbHoit actmbl (BA) [12, 185].
B cBoto ouepenib, HEOAHOKPATHO U YOEAUTENHHO MOKA3aHO, YTO PACIPOCTPAHEHHOCTD
BA, no nanHpiM oQuUIMANbHONW CTATHUCTUKH, HIXKE PEATbHBIX IMOKAa3aTeled U HIKE
MOKa3aTeyjed KOJHUYECTBA JETEeM ¢ CUMIOTOMaMHM, XapakTepHbIMH 11 BA [57].
[IpakTH4yeckn HEM3MEHHBIE €XKETro/IHbIe O(UIINATbHBIE JaHHBIE CBUJIETEILCTBYET O TOM,
4TO IMpoOIeMa THIOAMArHOCTUKU A3 COXpaHseTCs, @ METOA0JIOTHS cOOpa U perucTpaluu
O(pUIHUATIBHBIX SIMUJIEMUOJOTMYECKUX CBEACHUN TpeOyeT yCOBEPIICHCTBOBAHUS. IDTO
CBSI3aHO, B TOM YHCJIE U C TE€M, YTO JIUAarHo3 Haubomee pacnpocTpaHeHHbIX A3 (BA,
atonuyeckuit  ngepmatut (A1), amnmepruueckuit puHuT (AP), KpanuBHUIIA)
BepUPUIIUPYETCS HA OCHOBAHUM aHAMHE3a U XapaKTEPHBIX CUMIITOMOB, TO €CTh SIBJISIETCS
KIIMHUYECKUM. bBObIIyI0 pojib UrpaeT M TOT (PaKT, YTO BaKHOM XapaKTEPUCTUKOU
aJUIEPTUYECKOM  MAaTOJOTUM, YCJIOXKHSIOMIEW CTaTUCTUYECKUM  yYeT, SIBISETCA
MYJIbTUMOPOUAHOCTh — HAJIMYKUE y OJHOTO MallM€HTa OJHOBPEMEHHO HECKOJIbKHUX
nuarHo3oB (bA, AP, kpanuBaubl, At/l). @ukcanus BceX JUarHo30B B TaHHOM Cliydae
OCYILIECTBIISIETCS HE BCETJIa, U MAIMEHT «HAXOJUTCS» Ha AUCTIAHCEPHOM HAOIIOACHUU U
CTATUCTUYECKHU «yUUTBIBAETCS JIUIIb 110 IMATHO3Y, KOTOPBIN PUTYpUPYET KaK OCHOBHOM
[67].

VYuuteiBasg paszHooOpazue A3 y gereil u TpyaHocTH auddepeHInanbHon
JMAaTHOCTUKH, AaKTyallbHOW SBIAETCS pa3paboTKa HWHCTPYMEHTOB, MO3BOJISIONIUX
CBOEBPEMEHHO 3aloJ03pUTh W B JlaJbHEWIlIEM JIMAarHOCTUPOBATH 3a00JIEBaHUE
Ha aMOyJIaTOPHO-MOMKIMHUYECKOM  ATane  OKa3aHWUs  MEIUIMHCKON  MOMOIIH,
MOCKOJIbKY MMEHHO TeAUaTphbl MOJUKIMHUK NMEPBBIMU CTATKUBAIOTCS C ATOM Ipymmoiu
MalKeHTOB.

CyuiecTBy1OT 3a00J€BaHus, JUArHOCTUKA KOTOPBIX OCOOEHHO TpyAHA M TpeOyeT

HCCTAaHAAPTHOIO II10AX0J4, BKJIKOYada yrny6neHHoe TCHCTHUYCCKOC OGCHCI[OBEIHI/IC.
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B annepronoruu 3To HaciaeACTBEHHBINM aHTHOHEBpOoTHUecKui oTek (HAO), mpu koTopom
BpeMs OT TIEpPBOr0 TMpOsBJICHUS (aTakyd) N0 BepuU(PUKAIMU JUArHO3a COCTaBISET
B cpeaneM 13,5 mer [37]. HAO — reHeTmdecku IeTepMUHHUpPOBAHHOE 3a0o0jieBaHUE,
XapaKkTepu3yrouieecs MOBTOPSIONIMMUCS OTEKaMHU, MOPaKaIOIUMH MOJIKOXKHBIE W/WIH
MOJACHU3UCTBIC CIOM TKaHW, JIUIO, TYyObI, II€H0, KOHEUYHOCTHU, POTOBYIO IOJIOCTD,
KUIIIEYHUK U/UIK TOpTaHb. B nociaeaneM cinyuyae 3a0071€eBaHNE CTAHOBUTCS OMACHBIM IS
xu3Hu. Haubonee TpyansiMm B auardHoctuke sBisercs HAO ¢  HopMalbHBIM
KOJIMYECTBEHHBIM U (PYHKIIMOHAIBHBIM ypoBHEM Cl-MHrHOUTOpaA ¢ MyTallMsIMH B T€HaX
F12, PLG,ANGPTI1,KNGI, MYOF, HS3ST6 [72]. I1o3TOMYy aKTyaJIbHO U3y4€HUE HOBBIX
MyTallluii ¢ TPUMEHEHUEM MMOJTHOT€HOMHOTO CEKBEHUPOBAHUS U OMOMH(POPMATHIECKOTO
aHanuza in silico, N7 BBIACHEHUS HMX XapakTepa U KIMHUYECKOM 3HAYMMOCTH s
peanmmzanuu HAO.

B TO ke BpeMss HEU3MEHHOCTh OQUIMAIBHBIX JIaHHBIX B JUHAMHKE [57]
CBUJICTEIILCTBYET, YTO TMpoOsiieMa THUMNOAMATHOCTUKUA aJIEPrudyeckux Oosie3Hei
COXpaHsieTcsi, a  MeTojojoruss  cbopa W perucTpanuu  Oo(pUIMATBHBIX
SMUJEMHUOJIOTUUECKUX  CBEIEHHM  TpeOyeT  yCOBEpIICHCTBOBaHUSA. Y UUTHIBas
pazHooOpazue A3y aeteit u TpyaHocTu AudepeHImaIbHON AMarHOCTUKH, aKTyaIbHOM
ABJISIETCA pa3padOTKa MHCTPYMEHTOB, MO3BOJSIONIMX OCYIIECTBUTH CBOEBPEMEHHYIO U
PAHHIOIO TUAarHOCTUKY A3 M JAIBHEHIIYI0 CTPYKTYPUPOBAHHYI0 MapUIPYTH3aLHI0 Ha
aMOyJIaTOPHO-TOJIMKJIMHUYECKOM 3Tare OKa3aHWs MEAUIMHCKON MOMOIIHU, MOCKOIbKY
MMEHHO MEeINaTPhl NOJMKIUHUK NEPBBIMU CTAJIKUBAKOTCS C 3TOM IPYNION MAallUEHTOB.

B Hacrtosimiee BpeMs MNPOJOIKACTCS AKTHUBHOE BHEIPECHUE MEIULMHCKUX
nHdopmarmonHsix cucrem (MUC), koTopble 00BEUHAIOT 3JIEKTPOHHBIE METUIIMHCKHE
KapThl, JaHHBIE JTAOOPATOPHBIX U MHCTPYMEHTAJIBHBIX UCCIEOBAHUM, CUCTEMY TTOMOIIH
npuHaThs BpaueOHbix penienuid (CITIIIBP) u MHOrO€ npyroe B 3aBUCUMOCTH OT PErHMOHA
U cTpanbl, HO noteHunan MU C kak HHCTpyMEHTa paHHEW JUAarHOCTUKYA U MOHUTOPUHTA
KOHTPOJISI aJUIEPTHYE€CKON MATOJIOTUH Y IETEN MPAKTUUECKU HE UCTIoab3yeTcd [60].

OyHKIMOHAI U BO3MOXHOCTH MEIUIIMHCKUX 3JEKTPOHHBIX CHUCTEM B KA4e€CTBE

HUCTOYHUKA SNHAeMHUoNIorndecko uHopmaruu A3 y AeTedl He HCCleloBalcs U
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HE MPOBOAWJICS CPaBHUTENIbHBIM aHaNM3 ¢ JaHHbIMU  (QopMmbl  (peaepanbHOro
cratuctuueckoro Haomonenus Ne 12 (OCH Nel2).

[Tocie mOCTaHOBKHU JUarHo3a OCHOBHOM IIEJIbIO JIEUEHUS JIFOOOM ajieprudeckon
HO30JIOTUH SIBIISIETCA JOCTHMKEHHE W COXPAaHEHUE KOHTPOJIS HAJ CUMIOTOMaMH U
MaKCHUMAJIbHOTO CHUKEHHUSI PUCKOB HEOJArompHUsITHOTO TEUEHHs, 0OOCTPEHHI, B TOM
yucie u ¢pataabHbIX [35].

Hcnonb30BaHne NOTEHIUAIBHBIX BO3MOXHOCTEM MUC ¢ uHTerpaunei B 1epeBo
MPUHATHS BPaueOHBIX PEIICHUN KIMHUYECKUX PEKOMEHAAIUMN, YETKO OMpPEeSIsSIONINX
CTpaTeruio U BhIOOP KaK JMArHOCTUYECKUX KPUTEPUEB, TAaK U TAKTUKY BEJACHUS JleTel
¢ A3, MO3BOJIUT BpayaM CBOEBPEMEHHO JUArHOCTUPOBATh U KOHTPOJIUPOBATH A3.

Takum oOpa3om, ompeAesieHHME TMOTEHIMada BO3MOXHOCTU HCIOIb30BaHUs
ANEKTPOHHBIX  MEIUIMUHCKUX  CHCTEM  Kak  HMHCTPYMEHTa  JIMarHOCTHUKH,
OIICHKH/MOHUTOPUHTA KOHTPOJS W MaplipyTuzanuu jgeted ¢ A3, B TOM ducie, U
C aHTHOOTeKaMH (C MPUMEHEHHUEeM MeTojia OmomH(OpPMAIMOHHOTO aHaiu3a in silico),
C TOMOIIBI0 HMHTEJUICKTYyaIbHOM O0pabOTKM KIMHUYECKUX JIaHHBIX M B KadyecTBE
ONTHUMAJIBHOIO MCTOYHUKA CTATUCTUYECKOrO Yy4deTa SIUJIEMUOJOTHYECKUX CBEICHUU,

OMpCACINIIO aKTYaJIbHOCTb TCMBI TUCCEPTAMMOHHOI'O UCCIICIOBAaHMA.

Crenenn pa3p360TaHHOCTl/I TEMbI UCCJICI0BaHUA

[Ipy wu3yyeHHH OTEYECTBEHHOM W 3apyOeXHOW HAy4dyHOW JIMTEpPATYpHI,
MOCBSIIIEHHON Mpo0OJieMe JMarHOCTUKH, BEACHUIO, MapUIpyTU3alUh JeTed C
AJUIEPTUYECKON MATOJIOTHEN W BOMPOCAM HCIOJIb30BAaHUS B PYTUHHOW KIMHUYECKOU
MPAKTUKE  COBPEMEHHBIX HMH(MOPMALMOHHBIX  TEXHOJIOTHUH, OMNpPEAENIeHO, 4YTO
3HAYUTEIIbHBIE MEPBI, HAMPABJICHHBIC HA YJIYYIICHHUE MMOKa3aTeled KauecTBa OKa3aHUs
MEIUIUHCKOW TOMOIIM JETSM, PEau3yloTCsl 3a cueT pa3padOTKM W BHEIPEHUs
OCHOBHBIX PETYIUPYIOUIUX TOKYMEHTOB (CTaHIapTOB M MPOTOKOJOB — KIMHUYECKHUX
pEeKOMEHJanui) OKa3aHWsl MEIMLUMUHCKOW TIOMOLIM, W JajbHEHIIeMy aKTUBHOMY
BHEJAPEHUIO MH(GOPMAITMOHHBIX TEXHOJOTUH B 3paBooxpadeHue [57, 60, 116, 164, 212,

220, 259, 275]. 3a mnocnennue 10 ner B obOmactu 1UGPOBU3ALIUU CHUCTEMBI



8

3npaBooxpaHeHus B Poccuiickoii @enepaiiuu ObUIH JOCTUTHYTHI 3HAUUTEIBHBIE YCIIEXHU:
obua yrBepxkaeHa Konuenuus co3ganus Equnoit rocyaapcTBeHHONW MH(DOPMAIIMOHHOM
cuctemsbl B cepe 3apaBooxpanenus (EIIC3) [60]; BHenpeHa eauHas nHOOPMAITMOHHO-
ananutuyeckass cuctema r. MockBel (EMUAC), xoropas co3maBaiach Kak 4YacTb
peruonansHoro ¢parmenta EI'MC3, wuHterpupoBaHHoro c¢ ero QeaepaibHbIM
cermeHTOoM. B mHactosmee Bpems EMMUAC wucnonb3yercs BO BCEX TOPOIACKHUX
amOynatopHo-noiukauHnyeckux meHtpax (AIILl), ropoackux OodbHHUIIAX, CTAHLMIX
CKOpOW MEAUIUHCKOW MOMOILH U PAE IPYTUX MOCKOBCKUX MEJULIMHCKUX OpraHU3aIui
[57].

Jns popMupoBaHus IjaHa JIEUEHUS] B MHUPOBOUM NpakTUKE pa3padaThIBarOTCS
CUCTEMbl, OCHOBaHHbIE Ha mpaBuiax. Kpome Toro, ectb cBeleHHS 00 YCIEIIHOM
MIPUMEHEHUU METOJIOB JIOTUYECKOTO BBIBOJA ISl JUArHOCTHKH MAl€HTa B CHCTEMAX
WHTEJJIEKTYallbHOW O00pabOTKM MEAMIIMHCKUX JaHHBIX M CHUCTeMaxX, paboTaromux
B CMEXHBIX ¢ MEAUIIMHON obmacTax [116, 164, 212, 220, 259, 275]. B HacTos111€€ BpeMs
B OTEYECTBEHHOW CHUCTEME 3PaBOOXPAHCHUS OKa3aHUs MEeIUATPUUYECKON MMOMOIIH,
ncnosib3oBanne MUC HaxoauTcd Ha CTaAud AMHAMUYECKOTO COBEPIICHCTBOBAHUS U
TpeOyeT MaKCHUMalbHOM CHHXPOHH3AIMU C CYIIECTBYIOIUMH  OJOOPEHHBIMU
MPOTPAMMHBIMHU  JIOKYMEHTAMH T10 HO30JOTHUSIM (KJIMHUYECKUMU PEKOMEHAAIUSIMH,
OTpAaCIIeBBIMU CTaHJAPTaMU, TPOTOKOJIAMHU).

Takum 06pa3oM, CTAaHOBUTCS OUEBUIHON HEOOXOAMMOCTh ONITUMHU3AIINH MPOIecca
OKa3aHUSl MEIUIMHCKOM momomu AeTsM ¢ A3, KaKk Ha 3Tane MOCTAaHOBKHM JIHArHO3a,
JIeYEHUs, a TaK)Ke Ha 3Tarne oOecredyeHuss NTUHAMUYECKOr0 MOHUTOPHHIA KOHTPOJIS
TeueHUs OOJIE3HU U CBOEBPEMEHHON MapIIPYTU3ALMK C TIOMOIIBIO BHEAPEHUSI CUCTEMBI
MpaBUJl OECIIOBHON MapIIpyTU3AIMU C UCIIOI30BAaHUEM COBPEMEHHBIX BO3MOKHOCTEH

MUC.

I_[e.m, H 3aJJaY1 UCCJICeAJ0BaHUA

HCHB HCCJIICAOBAHUA: YCOBCPIICHCTBOBATDH MCXaHHN3MbI )51 AJITOPHUTMEI

BepuUKaIMu AUArHo3a, MOHUTOPUHTA KOHTPOJSA U MNEPCOHUPUIUPOBAHHOTO
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HaOJIO/IeHUsT JeTed ¢  aulepruuecKuMH  3a00JIEBaHUSIMU U CO3/1aTh  MOJIEIb
aBTOMATHYECKON MAapIIPyTU3AlMM Ha OCHOBAaHUU OLIEHKU CYIIECTBYIOIIUX IMOJXOJI0B
K BEJICHUIO JIeTeH C JaHHOM MaTOoJIOTUEH M aHATN3a HOBBIX TEXHUUYECKUX BO3ZMOKHOCTEH
MEIUIIMHCKUX MH(MOPMAIIMOHHBIX CHUCTEM [Jisl MOBBIIIEHUS 3()PPEKTUBHOCTA OKa3aHUS
MTOMOIIH AETSIM C aJUIepruueCKuMU 3a00JIeBaHUSAMM.

3aauu UCCIEeAOBaAHMUS:
1. BrisiBUTH mpUYMHBI MO3AHEN AMATHOCTUKUA U MPOAHAIM3UPOBATH KIMHUYECKYIO
XapaKTEePUCTUKY JIeTeH ¢ OpOHXUATBLHON aCTMOM B pa3HbIX BO3PACTHBIX NEPUOIAX, B TOM
YHUCJIE B COUETAHUM C JIPYTUMH aJUIEPTUUECKUMU 3a00JICBaHUSIMU, HAOIIOIAIOIIUXCS B
aMOyJIaTOPHO-TIOJIMKIUHUYECKUX YCITOBUSX.
2. Ha npumepe mnamueHTOB € pPEHUIUBHUPYIOMIMMU aHTHUOOTEKAMHU IOKa3aTh
3O PEKTUBHOCT, HOBEUIIHUX METOJOB MOJEKYISPHO-TEHETUYECKOTO0 OOCIICIOBAHUS U
MpUMEHEHUs1 OMoMH(OpMATHUECKOro aHanu3a in Silico s TMOCTAaHOBKU JMAarHO3a
HACIIEJICTBEHHOTO  AHTMOHEBPOTMYECKOTO  OT€Ka ¢  HOPMalbHBIM  YPOBHEM
Cl-unrubutopa B chydasix, HE MNOAXOMAIIUX [JS CTaHAAPTHBIX aAJITOPUTMOB
JTUATHOCTUKH.
3. [IpoBecTu CpaBHUTENbHBIM aHAIU3 OCOOCHHOCTEH BEACHUS YUYETHOM (OpMBbI
OCH Ne 12 um  BO3MOXHOCTEH  HUCIONB30BaHUS  (PYHKIHMOHANA  MEIUIIMHCKHUX
MH(POPMAIIMOHHBIX CHUCTeM (pEEeCTpOB ajuieprojora W Meaudarpa) sl OIEHKHU
3aBUCHUMOCTH KOJMYECTBa BEPUPUIMPOBAHHBIX JIMAarHO30B OT METOJMUKU cOopa
nepBUYHONM MHGpOpMalUK, ee 00pabOTKM M BO3MOXKHOCTEH MOHUTOPHUHIA KOHTPOJIS
ajiepruyeckux 3a00JeBaHUN y JleTe Ha NOpuUMepe HECKOJbKUX aMOyJIaTOpHO-
MOJTMKIMHUYECKUX IIEHTPOB.
4. [Ipoananu3upoBaTh mporiecc pabOThl Bpaya-eauaTpa M €ro B3aMMOIACHCTBUS
CO CHEIUATUCTaMH B YCIOBUSIX aMOyJIaTOPHO-TOJUKIMHUYECKOTO 3B€HA Ha IEPBUYHOM
MpUeMe MpHU MOCTAHOBKE JAMArHo3a ajuiepruyeckux 3a00jieBaHUN U AaTh MPEAJIOKEHUS
10 €r0 YCOBEPIIEHCTBOBAHUIO.
5. Pazpabotath 1 HaydHO OOOCHOBAaTh ONTUMAJbHBIE AJTOPUTMBI AUATHOCTHUKUA M
JUHAMHYECKOro HaONIoJeHns (C OIEHKOW KOHTpOJis 3a0ojieBaHMs) y TNAIlMEHTOB

C QJJIEPrUYECKUMU MATOJOTUSIMU (OPOHXUAIBHOM aCTMOM, aTOMUYECKUM J€PMATUTOM U
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XPOHUYECKON KpaNUBHUIIEH) C MPUMEHEHHEM METOJ0B aBTOMAaTH3UPOBAHHOU
00pabOTKH KIMHUYECKUX JAHHBIX U CUCTEMbl MHTEUIEKTYalbHON MOMOIIM MPUHSTHUS
BpauyeOHBIX PEIICHUH ¢ Y4YEeTOM BO3MOXHOCTEH M (YHKIMOHATA MEIUIIMHCKUX
MH(POPMAIIMOHHBIX CUCTEM.

6. Pazpaborath cuctemy mpaBuil M CO3/IaThb MOJI€NIb aBTOMATUYECKOW OECIIOBHOM
MapuIpyTH3alul C MPUMEHEHUEM CHUCTEMbl WHTEJUIEKTYaJbHOW IMOMOIIU HPUHSATHUS
BpaueOHBIX pEHICHUH C Yy4YEeTOM MMEIOIMMUXCS BO3MOXKHOCTEH M MOTEHIHAJIA
MEIUIIMHCKUX HHOOPMAIMOHHBIX CHCTEM JUISI ONTHMH3AIllMd JHArHOCTUKHA U

MOHUTOPHUHTA TEUEHUSI U KOHTPOJIS aJNIEPruYecKux 3a00jieBaHuM y JeTeil.

Haquaﬂ HOBH3HaA

[IpoBeneH aHanu3 CBOEBPEMEHHOCTH MOCTAHOBKHM JUAarHo3a U 3a00JieBaeMOCTU
o oOpamiaeMocTu y aeteit ¢ BA B yciaoBusx aMOyIaTOPHO-MIOJIMKIMHUYECKUX [IEHTPOB.
[Ipoananu3upoBano codetanue bA 'y gnereit ¢ apyrumu A3 (¢ ydeToMm
MYJIbTUMOPOUAHOCTH) B Pa3HbIX BO3PACTHBIX MEPHUOJIAX.

[Tokazanbl sTanbl  gud@epeHnanbHOl  TUATHOCTUKU  PELUIUBUPYIOIINX
AHTUOOTEKOB y JeTeid B aMOyJIaTOPHOM 3BEHE C pe3yJbTaTaMu MPUMEHEHUs
MOJTHOTEHOMHOTO ~ CEKBEHHUPOBAHHUS TMPU JUArHOCTUYECKOM TIOMCKE Yy JIeTei
C HACJIEJACTBEHHBIM aHTHOOTEKOM C HOpMalibHbIM ypoBHeM Cl-unruburtopa. M3ydensi
HOBbIe MyTauuu B rede HS3S5T6, rene MYOF u B rene F12, npoBeieH NTPOTHOCTUYECKUN
aHanmu3 in sSilico WX XapakTepa M KIMHUYECKOW 3HAYMMOCTH [JIS Pa3BUTHS
HACJIEJICTBEHHOTO AHTMOOTEKA.

[IpoBeneH CpaBHUTENbHBIN aHATU3 JAHHBIX 00 aIepruuecKoil MaToJoTuN y IeTen
nmo ®CH Ne 12 (3a0oneBaeMoCTh MO 0OpaIllaeMOCTH) C peecTpaMu ajjIeprojioroB
neauatpoB u3 MUC (na npumepe EMUAC uetsipex AIILL r. MockBbr).

[IpoananusupoBan noteHuuman Bo3moxkHocTelt MUC (ma mpumepe EMUAC)
B KQUECTBE UCTOYHHUKA IMUIAEMUOIOTUYECKUX JTAHHBIX 00 allJIEprUuecKON MaTOJIOTUU Y

JeTEe ¥ HHCTPYMEHTA CTATUCTUYECKOr0 ydyeTa Ha nmpuMepe Heckoabkux AlIILL ¢ nensro
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JAJbHENIIEr0 CTPYKTYPUPOBAHUS U COBEPIICHCTBOBAHUS TUATHOCTUKYU U JATbHEUIIIETO
JUHAMHYECKOTO HAOMIOICHUS JETeN ¢ JaHHBIMU 3a00JIEBaHUSIMH.

BpIsBIIEHO W TOKa3aHO, YTO MMEIOIIASICA HAa JAHHOM 3Tale MapIIpyTU3alns
nanueHToB ¢ A3 TpeOyeT pa3paOOTKM HHCTPYMEHTOB U aJITOPUTMOB BepUDUKALIUU
JMarHo3a 1 o0EeCleueHHs] CBOEBPEMEHHOI0 MOHHUTOPUHIA YPOBHS KOHTPOJs OOJE3HU
y TaKuX IMalMEHTOB.

OnTUMHU3UPOBaH, MPOBEPEH U anpoOMpOBaH Ha KOHTPOJILHOUM Tpymme aeren
AJITOPUTM pPAHHEW JUATHOCTUKU A3 C MCMOJb30BAHUEM COBPEMEHHBIX BO3MOKHOCTEN
MH(POPMAIIMOHHO-AaHATUTUYECKUX CUCTEM.

Co3manbl ¥ anpoOUPOBaHbI AJITOPUTMBI MPOIlecca MOCTAHOBKU U MOATBEPKACHUS
OKOHYATEJIbHBIX MAardHo30B U JalbHEHIIEr0 MOHUTOPUHIA KOHTPOJIS y Aerei ¢ A3 u
nporiecca O€CIIOBHOM 3JEKTPOHHON MapuIpyTHU3allid MallMeHTOB C JIaHHBIMU

nuargo3amu B MUC.

TeopeaneCKaﬂ H NPAKTHYCCKAaA 3HAYUMOCTDb paﬁoTbl

Marepuansl HCCIEAOBAHUS HAIMPABIEHBI HAa COBEPIICHCTBOBAHUE AJITOPUTMOB
OKa3aHUs CIIEUATIN3UPOBAHHOM MTOMOIIH IeTsM ¢ A3.

B xome wuccnenoBaHus MPOBENEH AaHAIU3 KOJMYECTBA U CBOEBPEMEHHOCTH
ITIOCTaHOBKM auarHosa bA y nerei B ycnoBusax AIILl. M3ydeHno coueranue bA y nerei
¢ apyrumu A3 B pa3HbIX BO3PACTHBIX IMEPUOAAX.

Hayyno o0ocHOBaH ONTHUMU3HPOBAHHBIM moaxon K auarHoctuke HAO
C mpuUMEeHeHHeM OHOMHGOPMAIMOHHOTO aHanuza in silico. OOHapy>KEeHbl U BIIEPBbHIC
omucaHbl HOBblEe MyTaluu B rene HS3ST6, rene muodepnuna u B rene XII dakropa u
ONpPEAEICHA NX 3HAYUMOCTh B peau3allii HACIEACTBEHHOIO aHTMOOTEKA.

[IpoaHanmu3upoBaH W MNPOBEAEH  CPAaBHUTEIBHBIA  AHAIW3  JIAHHBIX
00 anmnepruueckoit naronoruu y aeteit mo ®CH Ne 12 ¢ perucrpamu amieproyioroB u
neauatpoB Ha npuMmepe Heckoiabkux AIILl r. MockBbl U gaHa OOBEKTHBHAs OIIEHKA
EMHUAC B KayecTB€ HMHCTPYMEHTa CTAaTUCTUYECKOrO y4ye€Ta M HUCTOYHHKA

SMUACMHUOJIOINYCCKUX NAaHHBIX. P&Bpa6OTaHBI AJITOPHUTMBI IIOCTAHOBKHU, ITOATBCPKACHUA
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JMarHo3a W JaJbHEWIIEro IWHAMHUYECKOrO MOHUTOpPUMHIa KOHTpossi A3 y Jereu,
Oaszupyromuecss Ha KIMHUYECKUX PEKOMEHIAIMSAX U  OTpaXkalollue KIIOUEBBIC
napaMeTpbl, CTaHJIApPTHBIE NJis1 JaHHBIX Ho30Jo0ruuyeckux (opMm. JlaHHbIe KpuUTepuu
MOTYT OBITh UCIIOJB30BaHBI JJIsI OIEHKHM BPEMEHHBIX, MPOILIECCYAbHBIX MapaMeTPOB,
o0beMa U 3PGHEKTUBHOCTH JICUEOHBIX MEPOMPUATUM, MOTYT MUHUMHU3UPOBATH PUCKHU
MOCJHEACTBUA  HECBOEBPEMEHHOTO  KOHTPOJIS, TPUBEPKEHHOCTH U  OTCYTCTBHUSA
MepecMoTpa CTpaTEruu JICUCHUs] KaK Ha aMOyJaTOPHO-MIOJUKIMHUYECKOM dTare, Tak U
B CIIEIUATU3UPOBAHHBIX MEIUIIMHCKUX YUPEKICHUSX.

[IpakTudeckasi IEHHOCTh COCTOUT B TOM, YTO Ha pe3yJbTaTaX JUCCEPTALMOHHOU
paboThl aBTOpa pa3zpaboTaHbl MEPOIPUSATHS, HAMPABICHHBIE HA COBEPILICHCTBOBAHUE
JUArHOCTUKM U JuHamudeckoro HaOmonenus naereit ¢ A3. Co3maH anroputMm u
pazpaboTaHa wmojenb OecmioBHOM Mapuipytuzauun ¢ npumeHeHuem CIIIIBP u
WHTEJJIEKTYallbHOW  00pa0OTKM KIMHUYECKUX JAHHBIX C YYETOM HMMEIOIIHNXCS
BO3MOKHOCTEN U norenumana MUC.

WNHuTerpanus 3TUX METOJIOB aHaIW3a JaHHBIX W AJITOPUTMOB B pa3pabOTaHHOU
CUCTEME HWHTEIUIEKTYallbHOW OOpa0OTKU KIMHUYECKUX JAaHHBIX B MPAKTHKy Bpaudeu
pa3HBIX ypOBHEN 00€CHEYUT CBOEBPEMEHHOCTh, KAUYE€CTBO U, B TO K€ BPEMs, MO3BOJIUT
OCYILIECTBIISITh ayJAUT U KOHTPOJIb OKa3aHUs MEIUIMHCKOW MOMOIIM JIETSIM Pa3HOTO

BO3pacra.

MeToa0s10rusi 1 METOABI HCCJIEIOBAHUA

Pabora BeImomHeHa Ha 0a3e Kadeapsl aeTcKux Oone3Her KnmHuueckoro
MHCTUTYTa AETCKOro 3/10poBbs nMeHn H.®. ®umatoBa PI'AOY BO Ilepseiit MIMY
umenu .M. CeuenoBa Munsznpasa Poccuu (CeuenoBckuii Yuusepcurer), ®I'YH HUU
snuaeMuonoru u Mukpoouonorun umeHu Ilactepa u ['BY3 «AI'TT Ne 32 JI3M».
[IpoBeneH aHanu3 TaHHBIX MAIMEHTOB, KOTOPhIE ObUIH MpUKpErUieHbl K yeTbipem AIIL]
ITAO r. Mockssl ¢ 2020 no 2023 rr.

Metonosioru4eckoii OCHOBOM JijIsl MPOBEICHUS UCCIIEIOBAHUS OCITYKUIU PaOOThI

3apyOeXHbIX U OTEUECTBEHHBIX AaBTOPOB IO TeMme Juccepranuu. B pabote
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HCIIOJIb30BAIUCh METOJIbl KIMHUYECKOTO, Ja00OpaTOpHOTrO 0O0CIEeAOBaHUS;, MPUMEHSIIH
AQHAJTUTUYECKUHN, CTATUCTUYECKUM  METOJbI, MOJHO’K30MHOTO CEKBEHUPOBAHUS,
ounonHdopmMaThuecku  aHanu3z in  silico, TPOBOAWIM  SKCHEPUMEHTAIBHOE
MOATBEPKIACHUE pa3paOOTaHHBIX AITOPUTMOB, MOJIENIEH U CUCTEM, UCCIIEIOBAIN METO/IbI
MHTEJJIEKTYalIbHOTO aHaju3a TeKCTOB. Mcnonp3oBain 00€31MYEHHYIO BBIKOIUPOBKY U
00paboTKy MaHHBIX U3 MEIUIIMHCKON TOKyMeHTanuu (uctopust 6onesnu ¢popma 003/y).
AHaJIUTUYECKUM METOJI UCTIOJIb30BAJICS HA BCEX 3Tanax UCCIEeI0BaHUS.

CratucTryeckuil aHaau3 ObLI BBIIIOJIHEH ¢ UCIOJb30BaHUEM MoayJiei matplotlib
(Bu3yanuzanus JaHHbIX ), pandas 1 numpy (1151 00pabOTKM MacCUBOB IaHHBIX) SCIpy (Bce
CTaTUCTUYECKUE KpuTepuu), statsmodels (mompaBka Ha MHOMXECTBEHHBIE CpPaBHEHUS)
B Python, Bepcuss 3.8. CpaBHeHue rpynn NOpOBOJUIM TPU TOMOIIUA KpPUTEPUS
Manna-YutHu (B ciyudae cpaBHeHUsi 2 BBIOOpOK) M KputTepus Kpackena-Yomuca
(= 3 BBIOOPOK). JJ1s1 cpaBHEHUSI KaTerOpUaIbHBIX MPU3HAKOB HUCMOIb30BAIU KPUTEPUI
xu-kBaapar Ilupcona. Bo Bcex ciywasx, korja ObUIM TPOBEACHBI MHOXECTBEHHBIC
CpaBHEHMS, OCYILECTBJSUIM TIEpepacdyeT YPOBHS 3HAYUMOCTH P C MPUMEHEHUEM
nonpaBku bondepponu. CBsi3b 4aCTOTHI BO3HUKHOBEHUSI OPOHXHATBHOM aCTMBI € TIOJIOM
yCTaHABJIMBAJIHU, PACCUUTHIBAas OTHOUIEHUE MIAHCOB U 95% nOBepUTEIbHBIN MHTEPBA.
[IpoBepka runoTes Oblia JBYCTOPOHHEH, CTATUCTUYECKY 3HAYMMBIMU CUUTAIIH CBSI3U MIPU
p<0,05.

[TonHO?K30MHOE CEKBEHUpPOBaHUE Je30KkcupuOoHysenHoBo kucinotsel (JIHK)
BbINONHSAIM Ha TuiaTdopme [llumina NextSeq 500 meTogoM mapHO-KOHIIEBOTO YTEHUS
(2x151 map HYKIEOTHAOB) €O CpeaHUM TOKpbiTueM He Menee 70-100x.
J11st mpoOONOATOTOBKH MCTIOJIB30BAIM METOAUKY CEJIEKTUBHOTO 3axBata yyacTkoB JIHK,
OTHOCSIIIIUXCS K KOJUPYIOUIMM O0O0JIacTsIM TE€HOB ueloBeka. buoumHdopmaruueckuii
ananu3 Ha miargpopme Illumina: nnga ananu3a uCHOIB30BaM HEOOpaOOTaHHBIE
pe3yNbTaThl CEKBEHUPOBaHMUSI, MOdydeHHbIe ¢ moMoIisto [llumina NextSeq. Jlns ananuza
UCIoap30BaM aHanmutudeckyro miaatdopmy Illumina DRAGEN Bio-IT Platform, npu
ATOM ATaloHHBIM reHoM hg19 nepeBoaniin BO BHYyTPEHHUN JBOUYHBIN (hOPMAT CUCTEMBI
DRAGEN wu roroBunu bed-aitn TapreTHbix y4yacTKoB 3k30Ma. AHanu3 in silico: ais

aHajgu3a KOHCEPBAaTMBHOCTH HCCIEAYyEMBIX INO3UIUN B reHe MYOF, myranuil resHa
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HS3S8T6, rena F12 ucnons3oBanu npotokosl PANTHER-PSEP [251], nmo3Bosstommii
Ha 0a3e OLIEHKM COXPAaHHOCTH/CTAOMJIBHOCTH aHAJIM3UPYEMON NO3UMLUUU B MJIH JIET
MIPOTHO3UPOBATh MATON€HETHYECKYI0 3HAUMMOCTb BBISBICHHBIX MyTaluui. J{is mporaosa
MaTOT€HETUYECKOU 3HAYMMOCTH BBISIBJICHHBIX MyTaluu UCII0Ib30BaNIH
BeO-pecypcsl PhD-SNPg [253], PolyPhen-2 — Polymorphism Phenotyping v2 [254],
[-MutantDisease [200].

[IpoToKOA mNpoBeNEHUsS HAY4YHOrO HCCIAEAOBaHUS ObLI OJOOpPEH JOKaJIbHBIM
stnueckum kKomutetom OPI'AOY BO Ilepeeiik MIMY wumenn HM.M. Ceuenona

MunzapaBa Poccun (CeuenoBckuii YuuBepcutet) Ne04-25 ot 20.02.2025 r.

HO.]IO)KCHI/IH, BBIHOCUMBIC Ha 3alIUTY

1. [IpoBeneHHBIN aHAMU3 KIIMHUYECKON XapaKTEPUCTUKU neTed ¢ BA, B ToM 4uncie
B COUYETAHMM C JApyruMH A3, HaOMIONAIOIIUXCA B amMOyJaTOPHO-MOJUKIMHUYECKHX
YCHOBUSAX ITOKA3aJ, YTO, HECMOTPS HAa yCTOMYMBYIO TEHICHIMIO K YBEJIMYEHUIO BIIEPBBIC
YCTaHOBJICHHBIX JMarHo30B bBA, OTCpOYeHHOCTh BepUPHUKALMKA JUArHO3a MOXKET
JNOCTUTATh OT 4 110 7 JeT.

2. [ToIHOT€eHOMHOE CEKBEHHMPOBAHHE C MPUMEHEHHEM OHMOMH(OPMAIIMOHHOIO
aHanusa in silico Ipu NUATHOCTUYECKOM IOMCKE y MAlMEHTOB C AHTMOOTEKAMH, HE
ITONAJAOIIMMU 0] KJIIACCUYECKYIO CXEMY ITOCTAaHOBKHM MAarHo3a, MO3BOJSET BBISIBUTH
IIATOTE€HHYI0 TPUPOLY, KIMHUYECKYI0 M JIHATHOCTHYECKYH0 3HAYMMOCTb BIIEPBBIC
oOHapyxeHHbIX MyTauuid 1yist HAO ¢ HopMansHbIM ypoBHeM Cl-unruburopa.

3. [IpoBeeHHBI CpPAaBHUTENBHBIM aHAIN3 3a00JIEBAEMOCTH  AJIJIEPTUUSCKUMH
MaToJOTUSIMU TI0 peecTpam ajieproioroB u neauatpoB u3 EMUAC (ma npumepe
r. MockBbl) ¢ ganHbiMu U3 OCH Ne 12 (3adukcupoBaHHBIX MO 0OpaIaeMOCTH
JIMArHO30B) MOKa3aJl HU3KYK YaCTOTYy BEPU(PHUIIMPOBAHHBIX HUArHO30B M MOATBEPAMII
HE00XOMMOCTb COBEPILIEHCTBOBAHMS HHCTPYMEHTOB CBOEBPEMEHHOM TUAarHOCTUKU A3
y AETEN B pEaIbHON KIIMHUYECKON IPAKTHUKE NTEIUaTpa U ajuIeproiora.

4. Pa3paGoTanHpie anropuTMbl Bepu(HUKAUU JAMATHO3a HA Pa3IMYHBIX ATanax

C UCIIOJIb30BAHUCM CO3JdHHBIX HWHCTPYMCHTOB MOJACPKKHW IIPUHATHUSA Bpaqe6me
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pelIEHNH TO3BOJIAIOT YJIYYIIUTh CBOEBPEMEHHYIO IWArHoCTUKy A3 y ITallMEeHTOB,
y KOTOpPBIX PUCK HaJIW4us 3a00J€BaHUS BBICOK, HO HEMOCPEICTBEHHO IUArHo3 Tak U
HE YCTaHOBJIECH.

S. [lepcoHnuIMpOBaHHBI TMOAXO0A K BeAcHHIO JeTed ¢ A3 JODKeH
COOTBETCTBOBATh  COBPEMEHHBIM  KIMHHYECKMM  PEKOMEHIALMAM,  COJEpXkKaTh
TpeOOBaHMSI  PEryJsipHOr0O MOHUTOPHUHIa KOHTpPOJS 3a00JeBaHMs, Ha3HAUYEHUE
aZICKBaTHOM TEpaIlny I COKPAIEHUsI BPEMEHHOIO MEPUOIA 10 JOCTUKEHNS KOHTPOJIS
HaJ 3a00JIeBaHUEM, CBOEBPEMEHHOMN MapHIpyTH3aLHH MaleHTa In:
KOPPEKLUU/TIEPECMOTPA TEPANTUU U CTPATETUU JICUEHUS.

6. Brenpenne manmueHT-OpUEHTUPOBAHHOIO TOAXOAA B NPAKTHKY OKA3aHHUS
MEIUIUHCKOW MOMOIIM JEeTAM C aJUIEPrUY4eCKUMU OOJE3HSIMH BO3MOXKHO IpHU
UHTErpallUd  COBPEMEHHBIX  BO3MOXKHOCTEH  MEIMIMHCKUX  HH()OpPMaMOHHO-
AHAIMTUYECKUX CHUCTEM M HOBOW MOJENM B3aMMOAECHCTBUA Bpadell BCEX YPOBHEHU

3APaBOOXPaHCHUS B CIKCIHCBHYIO KIIMHUYCCKYIO IIPAKTUKY.

CooTBeTCTBHE AUCCEPTALINUA MACITIOPTY Hayqnoﬁ ClienuaJbHOCTH

Juccepranyst COOTBETCTBYET IACIOPTy Hay4yHOM crenuansHocTH 3.1.21.
[Tennatpusa, nyHktam 2 «OnTumu3anus HAYYHO-HCCIEAOBATEIbCKUX MOAXONOB U
MPAKTUYECKUX TMPUHIIMIOB BEACHUS — JUAarHOCTUKH, NPOPUIAKTHUKU, JIEUYCHUS,
adunuTanuMyu M peaduiuTalliuM, a TaKXKE COMPOBOXKICHUS JCTEH C XPOHUUYECKUMH
PEUUIUBUPYIOIIUMU OOJIE3HSIMU, OCTPOM MATOJIOTHUEH, MOJBEPTIIUXCS BO3JIEUCTBUIO
BHEIIHUX (HaKTOPOB, B TOM YHCII€ IKOJIOTUYECKUX U couualbHbIX. DopMupoBaHue
MOJIEJIE W TapaMeTpOB OLEHKW BEICHUS NAaNMEHTa W TNOAXOJOB K ayIUTy
OCYILIECTBJICHHOTO 00beMa BMEIIATENIbCTB M KAauecTBa OKa3bIBAEMOW MEIUIIMHCKOU
nestenbHocT» M 7 «Pa3paboTka METOJOB M CHCTEM MOHUTOPHMHIA, aHaIu3a,
U (ppoBU3ALMKU TPOIIECCOB MPOTHO3UPOBAHUS/MOACIUPOBAHUS U3MEHEHUIN COCTOSTHUS
3JI0pOBbsl JETE€W C HCMHOJIb30BAHUEM HMCKYCCTBEHHOI'O HHTEJUIEKTAa W HEUPOCETei»
HanpaBJICHUN  MCCICAOBAHMKW W  MACIOpPTy HAy4YHOM cnenwanbHocthn  3.2.7.

NmMmyHonorus, nyHkraM 5 «3yyeHue natorene3sa MMMYyHOOIIOCPEIOBAHHBIX (aJJIEPTUH,
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MEPBUYHbICE U BTOPUYHBIE HUMMYHOACHUIIMTHI, ayTOUMMYHHBIE OOJIE3HU) U JAPYTHUX
3aboneBanuit» u 6 «Pa3paboTka W yCOBEpIIEHCTBOBAaHUE METOJOB JUATHOCTHUKH,
JeYeHus U OpoPWIAKTUKKM  WMHQPEKIUOHHBIX,  aJUIEPTUYECKUX UM APYTUX

HMMYHOIIATOJIOTUYCCKUX ITPOICCCOBY» HaHpaBHeHI/Iﬁ HCCHGHOB&HHﬁ.

Crenennb HOCTOBCPHOCTH H anpoﬁaunﬂ peE3yJabTaTOB

B nuccepranmonHOil paboTe TEOpUs MOCTPOEHA HAa OCHOBE CYILECTBYIOIIEH
J0Ka3aTeNbHOM 0a3bl 0 KadecTBe, A(PGHEKTUBHOCTH M 0€30MaCHOCTH MEIUITMHCKOU
MOMOILM JIETCKOMY HACEJIEHUI0 C aJNIEpru4ecKuMHU 3a00J€BaHUAMM, OKa3bIBaEMOM
B CTPOTOM  COOTBETCTBUM C COBPEMEHHBIMU PETYJIMPYIOIIMMH JIOKYMEHTaMH,
MIPEACTABICHHBIMU B JTOCTYIHBIX MCTOYHHUKAX, UMEIOIIUXCS JAHHBIX O BO3MOXHOCTSX
COBPEMEHHBIX MHTEPHET-TEXHOJOTUIA U MHTEJUIEKTYaJIbHOM 00paOOTKH TaHHBIX.

OcCHOBHBIE  pe3yJbTaThl  NPOBEIEHHOIO  HCCIEAOBaHUS  0a3upyroTcs
Ha JOCTATOYHOW BBIOOPKE MNAIMEHTOB, OOOCHOBAaHbI BHLIOPAHHBIMU HWHCTPYMEHTAMHU
OLICHKM U HMEIIIecs JoKa3aTelabHOM 0a30if; TOJyYEHHBIMU pe3yjibTaTaMu
HKCIIEPUMEHTOB U anpo0aluy HaAy4HO 0OOCHOBAHHBIX MOJEINIEH U aITOPUTMOB.

Martepuasibl JUCCEPTALMOHHOTO MCCIIEIOBAaHUSA JOJOKEHbl Ha CIEIYIOUIUX
HAy4YHbIX KOH(PEPEHIIUIX:

o The European Respiratory Society Congress (15-19.09.2018, r. Ilapux,
Opanus);

o The European Academy of Allergy and Clinical Immunology Digital Congress
(06-08.06.2020, r. JIonnoH, Benukodbpuranus);

o The European Respiratory Society Congress (07-09.09.2020, r. Bena, ABctpus);
o II Cope3n nerckux Bpadeil MOCKOBCKOM 00JacTH ¢ MEXKIYHAPOAHBIM y4acTHEM
(16—18.09.2021, r. MockBa);

o XIX Cwe3n neguatpoB Poccum ¢ MEXAYHAPOOHBIM YYaCTHEM «AKTyallbHBIE
npooaemsl ieauatpum» (05-07.03.2022, r. Mocksa);

. III Cwe3n perckux Bpaueld MOCKOBCKOM 00JaCTH ¢ MEXIYHApPOJHBIM y4acTHEM

(07-08.09.2022, r. Mocksa);
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. XXIV Konrpecc neauatpoB Poccnn ¢ MeXIyHApOIHBIM y4acTUEM «AKTYaJIbHBIE
npoonemsl ieauatpum» (03—-05.03.2023, r. MockBa);
° IV Bcepocculickuii KOHrpecc ¢ MexAyHapoaHbiM yudactuem «SII Jlerckas
MenuuuHa. VHHOBanuMuM B MEIMIIMHE CETOAHS — 3J0pPOBOE TIOKOJICHHE 3aBTpay
(21-23.03.2023, r. MockBa);
o The European Academy of Allergy and Clinical Immunology Digital Congress
(09-11.06.2023, r. 'amOypr, ['epmanus);
o IV Cpe3n nerckux Bpaueii MOCKOBCKOM 00J1aCTH ¢ MEXIYHAPOJIHBIM y4acTHEM
«ITegnatpus kak uckycctso» (06-08.09.2023, r. Mocksa);
° XXV Konrpecc neaguarpoB Poccun ¢ MEXIyHAPOAHBIM y4acTUEM «AKTYaJIbHBIE
npoonemsl ieauatpum» (01-03.03.2024, r. MockBa);
o V Bcepoccuiickuii KOHTpecC ¢ MEXAyHapoaHbiM yudactuem «SII Jlerckas
MeJIUIINHA. 3T0POBBIM peOEHOK — MHUCCHs BhIOTHUMAY (27-29.03.2024, r. Mocksa);
o [lepBblli MEXpPETHUOHANBHBIA KOHTPECC MO aUIEProJioTMM U HMMYHOJIOTHUU
¢ MexayHapoubiM yyactueM (10-11.10.2024, r. Mocksa);
. XXVI Konrpecc neauatpoB Poccun ¢ MeXITyHApOIHBIM y4acTUEM «AKTYaJIbHBIE
npobisiemsl ienuatpuny» (28.02-02.03.2025, r. Mocksa).

AmnpoOarus guccepTallioOHHOM paboOThl TpOBeJACHA Ha 3acedaHuu Kadeapbl
JeTcKux Oose3Het KnmHnyeckoro HHCTUTYTa JETCKOTo 310poBbs nMenn H.d. dunarosa
OI'AOY BO IlepBeii MIMY wumenn WM.M. CeuenoBa MunsnpaBa Poccun

(CeuenoBckuii Yauepcurer) (mpotokos Ne 6 ot 28 deBpans 2025 rona).

BHenpeHne PeE3yJabTaTOB UCCICA0BAHUA B IIPAKTUKY

OCHOBHBIE  TIOJIOKEHHSI  JIUCCEPTAIIMOHHOTO  MCCJIEAOBaHUS  BHEAPEHBI
B MMPAKTUYECKYI0 pPabOTy MyJIbMOHOJOTUYECKOTO OTAcneHus: KIMHUKM JeTCKuX
6one3nelt CeueHOBCKOrO 1eHTpa MaTepuHcTBa U AeTtctBa ®T'AOY BO IlepBriit MITMY
umenn .M. CeuenoBa Munzapasa Poccun (CeueHOBCKUN YHHUBEPCUTET), B YUCOHBIIM

npoiiecc kadenpsl aeTckux OosiesHeld KIMHUYeCKOro MHCTUTYTa JETCKOTO 3J10POBbS
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nvmenn H.®. @unatroa PI'AOY BO Ilepeeiik MIMY wumenn HN.M. CeueHoBa

Munzapasa Poccun (CeueHOBCKU Y HUBEPCUTET).

JIngHbBIi BKJIAX aBTOpA

OcHOBHOIT 00beM pabOT Ha BCEX ATAlax AUCCEPTAIMU ABTOPOM BBITIOJIHEH JIMYHO:
aHaJu3 JUTEpPaTypHBIX MCTOYHUKOB W MOATOTOBKA 0030pa JHUTEpaTyphl, MOCTAHOBKA
1enu u GopMyIupoBaHUE 3a/1a4 UCCIIEIOBAHUS, TOCTPOCHHUE MPOrpaMMBbl UCCIEIOBAHUS
U BBIABICHUE METOJOB, IO3BOJAIONIUX TOYHO PEIIUTh IOCTaBJICHHbIC 3aJayH,
MPOBEJICHUE MOHUTOPUHTa W ampoOanus pa3paOOTaHHBIX CHUCTEM, CTaTHUCTHYECKas
00paboTKa MOJIyYEHHBIX JAHHBIX W HMX HWHTEpHpeTalus, HaydHoe OOOCHOBAaHHUE U
000011IeHNEe TOTYUYEHHBIX PE3YyJbTAaTOB, MOJTOTOBKA OCHOBHBIX MYyOJIMKAIIMN MO TEMe
JUCCepTalluM, MPEJICTaBICHUE PE3yJbTAaTOB HCCieAoBaHUA Ha KoH(epeHusax. [loins
JUYHOTO y4yacTusi B paboTax Mo TeMe MCCeOBaHusl, ONyOJIMKOBAHHBIX B COABTOPCTBE,
coctaBimsier 90%; B MNyONMKalMSAX HMCIOJIB30BaHbl PE3yJbTAaThl  COOCTBEHHBIX
UCCIeIOBaHU. ABTOpPOM JIMYHO OCYIIECTBIEHO odopmieHue aBTopedepata Hu

JUCCEepPTAIUH.

I[My6oukannu mo TemMme JUCCEPTALMHU

[lo pe3ynbTaTaM HUCCIEIOBAaHUS aBTOPOM OMYyOJHMKOBAHO 18 mewyaTHBIX padoT,
B TOM YHCJIE 2 HAYUYHBIX CTAThU B )KypPHAJIaX, BKIOUEHHBIX B [lepedueHp pereH3npyeMbix
Hay4yHbIX u3nanuit CeuenoBckoro YHuupepcuteta / [lepeuenr BAK npu MunoOpHayku
Poccun, B KOTOPBIX JOJKHBI OBITH OMYOJIMKOBAHBl OCHOBHBIE HAyUYHbBIE PE3YJIbTAThI
JUCCepTaliii HA COWCKAHME YUYEHOW CTEIEeHW JOKTOpa Hayk; 11 crareid B m3gaHUsX,
HMHJIEKCUPYEMBIX B MEXKJIyHApOAHOU 0aze Scopus; 3 mHble myOnukanuu; 1 myOaukanus
B COOpHUKE MAaTepUalIOB MEXKIyHApPOJHBIX HAYUYHBIX KOH(EpeHUUH; | CBUIIETENbCTBO

0 FOCYapCTBHHHOM perucTpaiuu 0a3bl JaHHBIX.
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CrpykTypa u 00beM JUCCEPTALUU

JHuccepranmonHas padoTa U3J10KeHa Ha 278 CTpaHULIaX KOMIIbIOTEPHOTO TEKCTa,
COCTOMT W3 BBEICHUs, 0030pa JUTEpaTyphbl, OMUCAHHUS MATEPUATIOB UM METOJIOB
ucclieIoBaHui, 4 TyaB pe3yJbTaTOB COOCTBEHHBIX HCCIEIOBAHUI U UX OOCYXKIACHUS
(mpeactaBiienbl 4 KIMHUYECKUX Cllyyas), 3aKJIIOUYEHHS, BBIBOJOB, MPAKTUYECKHUX
pPEKOMEHJalNM, CIIUCKa COKPAIIEHUM U YCIOBHBIX 0003HAYEHMM, CIIUCKA JIUTEPATYPHI.
Pabora mtoctpupoBana 22 tabnunamu u 48 pucynkamu. CUCOK JIMTEPATYPbl COCTOUT

n3 320 UCTOYHUKOB, B TOM 4HCIe 224 HA MHOCTPAHHBIX A3bIKaX.
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I'TABA 1. OB30P JIMTEPATYPbI

1.1. Autepruyeckue 3a00J1eBaHus y JAeTeid — COBPpeMEeHHbIe dNMUIeMHUOJIOTHIEeCKH e

AaHHbIe (ANUAeMH0JI0THsI B Mupe, Poccun 1 MockBe)

TouHble CBeIEHUST O pealbHON paCIpPOCTPAHEHHOCTH W WHIUJECHTHOCTH —
00 UCTUHHOM  KOJMYECTBE  OOJIbHBIX  KOHKPETHBIX  BO3PACTHBIX  KaTEropui
C OATBEPKACHHBIM 3a00JIEBAHUEM — SABJISIIOTCSI HEOOXOAUMBIM ClIaraeMbIM ycIiexa Jjis
OKa3aHUs KauyeCTBEHHON MEIUIIMHCKOW MOMOIIM KaK B OPraHU3allMOHHOM acCMeKTe, NpH
IJIAHUPOBAHUM TPOIIECCOB, TAK U B YKOHOMUYECKOM — JIJIsl (popMHpOBaHUS OrO/IKETa
Ha pacxojibl 3ApaBooxpaHeHus. [Ipu 3ToM, ¢ OJIHON CTOPOHBI, TAKKE JAaHHBIE OTPaKAIOT
3O PEKTUBHOCTh yXKE€ MPUMEHSIEMBIX JUATHOCTUUYECKUX aJITOPUTMOB, a C JIPyrod —
a0COJIFOTHO 3aBUCHMBI OT HCHOJB3YIOUUXCA JMUIAEMUOIOTUYECKUX TMOJIX0JI0B —
MpoIeAYp U MHCTPYMEHTOB (PUKCAIIMU U aHallM3a CBEJICHUM 0 3a00J1€Ba€MOCTH.

Opranuzanysi ¥ OPOBEJAEHUE  TOJHOLEHHBIX  KPYMHOMACHITaOHBIX  —
MOMYJISITUOHHBIX — JIMUJIEMHOJIOTMYECKUX HCCIEIOBAHUI BeChbMa TPYJAOEMKU H
BpEMsI3aTPATHBI, MOJTYUYECHHBIE PE3yJIbTaThl MOTYT UMETh PACXOXKJECHHS U TMOJHOCTHIO
3aBUCAT OT BBIOPAHHOM METOAOJOTMHM (MIOKa3aHO, YTO JIaHHBIE CaMOOTYETOB
PECIIOHJICHTOB B pa3bl Bbille HU(P, TOJTYYEHHBIX B UCCIEIOBAHUAX, BKIFOYAIOIINX JTaIll
BBIOOPOYHOTO KIMHUYECKOTO oOcienoBanus) [67, 164].

Takue pacxoKJIeHHUsI OTMEYEHBI JJII MHOXXECTBAa HO30JIOTHH, B TOM YHCIIE IS
amepruyeckux ooinesner. Tak, mo nanusiM u3 otdyeta Centers for Disease Control and
Prevention, CIIIA, 3a 2021 rox pacnpoctpaneHHocTh BA y neteit 1o 18 jeT cocraBuia
6,5% (Standard error — Se — 0,32). U3 Hux y nereit ot 0 1o 4 ner 1,9%, B Bo3pacte ot 5
mo 11 nmer 7,5% (Se 0,58), y ongereit 12-14 ner 8% (Se 0,84),
y aeteit 15-17 net 9,5% (Se 0,88) [238]. B EBponelickom corose o gaHHbM Ha 2019 r.
BA BeisiBnena y 17,79% nereii B rpynne 5-9 ner, 16,07% B rpynme 10—-14 ner u 11,54%
B rpynne 15-19 ner. Ilpu »TomM acTMOmoAgoOHBIE CHMMOTOMBI B JAaHHBIX TpyImax
HaOmonanuch y 23,35%, 25,41% u 19,69% cootBerctBenno [13, 185]. I[Tokazano, uto

JaHHBIC O(l)HHPIaHBHOfI CTAaTUCTHUKHU «3aHMXKAIOT)» 3IHACMHOJIIOTHYCCKHUEC IMOKA3aTCIN U
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B Poccuiickoit denepannu. Tak, mo naHHbiM oduiuanbHOU cratuctuku, B 2019 r.
B Poccuiickoin @enepanun pacnpocTpaHeHHOCTh BA B Bo3pactHbix rpynnax 0—-14 u
15-17 ner cocraBuna 0,97% wu 2,04% coorBerctBenno [12]. B 2021 .
pacnpoOCTPAHEHHOCTh aCTMbl U ACTMATHUYECKOTO cTaTyca cpeau aered B Poccuiickoit
®enepannu B Bo3pacte 0—14 u 15-17 ner cocraBuin 0,89% u 1,87% cOOTBETCTBEHHO.
B r. Mockse o ourinansabeIM 1adHbIM 3a 2021 T. pacnipocTpaHeHHOCTh BA cpenu geteit
B Bo3pacte 10 14 met coctaBuia 0,73%, B Bo3pacte 15—17 met — 2,17% [63, 64]. IIpu
ATOM, HEOJHOKpPaTHO U  yOEAUTEIbHO TOKa3aHO, YTO PaCHpPOCTPAHEHHOCTH
ajiepruyeckux 3aboaeBaHuil, B ToM yucie u bA, mo qaHHbBIM OpUIIUATIBHOW CTATUCTUKU
HIDKE pealibHBIX mokazareneit [53, 75]. Tak, mo pe3yapTatam ucciegoBanuii International
Study of Asthma and Allergy in Childhood (ISAAC) ¢a3sl Il BA nuarnoctupoBana B
cpeaneM y 4,7% nepBokiaccHukoB (7—8 net) u 5,3% noapoctkoB B Bo3pacte 13—14 net
[114, 315]. Ilo pe3ynbTaTaM KIMHHKO-3IUAEMUOIOTHUEecKOT0 uccinenoBanus Global
Allergy and Asthma Excellence Network (GA’LEN) (CIUIOIIHOrO aHKETHPOBAHHS U
BBIOOPOYHOTO KOMIUIEKCHOTO OOCIIeIOBaHUs), MIPOBEICHHOIO CPeay MOJAPOCTKOB 15—
18 net B 2008-2009 rr. ¢ yuactueMm aByx nieHTpoB Poccuiickoit ®enepanuu (rr. Mocksa

n ToMCK), UCTHHHAs PaCIpPOCTPAHEHHOCTh aJUIEPTUUECKUX OO0JE3HEH CyIIeCTBEHHO

HIDKE BCTPEYAEMOCTH CHUMOTOMOB — B 4 u 3,2 pa3a, MEHbIIE «TEKylEH
3aboneBaemoct» — B 1,4 mw 2,8 paza U OJHOBPEMEHHO 3HAYUTEIHHO BBIIIIE
obUIMATBHBIX CTAaTUCTHYECKHX ToKkazateneti — B 2 u 20,8 mgua actmMbel u AP

COOTBETCTBEHHO [53].

Takum o0Opa3om, Ha CETOTHSIIHUN [I€Hb, COXPAHSIOIIHNECS CTAOWIbHO HHU3KHE
obunmansabie TGP pacnpoctpaneHHOcTH BA B Poccuiickoit deaeparnun (KoTopbie
3HAYUMO HIKE KaK O(UIMAIBHBIX OOIIEMUPOBBHIX JAaHHBIX, TaK W JaHHBIX W3
OTEUYECTBEHHBIX UCCIIEIOBAHU, BHITTOJTHEHHBIX IO CTAHIAPTHOMY SIUIEMHOJIOTTYECKOM
MPOTOKOJY) U  PACXOXJEHUE TMOoKazaTeleil  acTMOMOJOOHBIX CHUMITOMOB H
JMAarHOCTUPOBaHHOM BA co3pgaloT mpeAnochUIKM K TOMY, YTO 3HAUMUTENIbHAs 4YacThb
MalMEeHTOB HE MOJIy4YaeT JOJKHOTO JICUCHHS, YTO B KOHEUHOM UTOT€ CKa3bIBAE€TCS Ha

YPOBHC KU3HU MAJICHBKUX MAIIUCHTOB U UX pOI[I/ITeJ'Ief/’I.
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Eme omnum pacnpoctpaneHHbiM A3 y nerer sBusercs AT/, At/ — 370
CUCTEMHOE€, XPOHHMYECKOEe, pPEIUIUBHUPYIONIEe, BOCHAIUTEIbHOE 3a00JeBaHUE,
nopaxaroimiee KoKy ¢ OOyCJIOBJIEHHOE TE€HETHMUYECKON MpeapacrnoioXeHHOCTHIO,
HapylIeHUEM UMMYHHOU PEryJjisaiuu U JedeKToM 3mujepMaIbHOro Oapbepa, a TakxKe
BO3JICIICTBUEM BHEIIHUX (DAKTOPOB oOkpyxkawomied cpeast [34]. B mnocnennue
necatuiietusi 3a0oneBaeMocth AT/l HEYKIOHHO pacTeT, u coctaBisier 10 20% cpenu
nerckoro Hacenenus [118]. B Poccuiickoit @enepanun B 2020 rogy 3a0051€BaeMOCTb
AtJl y nereir B Bo3pacte ot 15 mo 17 nmer cocraBuna 374,1 cmyuaeB na 100 000
COOTBETCTBYIOIIEr0 HaceleHus, pacrpoctpaneHHOCTh — 1134,0 caywaeB wa 100 000
COOTBETCTBYIOIIEro HaceneHus [29]. PacmpoctpaneHHOCTh 3a0oieBaHusl B 0OIei
MOMYJISILIMY CPEIH B3POCIOro HaceneHus: EBponenckoro cotosa ouenubaercs B 3—5% [21,
119].

Hecmotps Ha dacThiid, paHHM 1e010T 3a0071€BaHUS B MJIAJICHUECKOM WJIU pPaHHEM
nerckoM Bozpacte, y 10-20% nereit ¢ AT/l cuMOTOMBI COXPAHSFOTCA JI0 TIOAPOCTKOBOTO
Bo3pacrta. bonee TOro, y 4acTu MalMEHTOB C Pa3pelIMBIIAMUCA cUMIOTOMaMH AT/|
B ICTCTBE, B  my0epraTe  4YacToO  NOPOUCXOAUT  peuuauB  3a00JeBaHMUS.
ITo pacipocTpaHEHHOCT B paHHEM JETCKOM Bo3pacte AT/l wyame BcTpedaercs
y MaJb4UKOB, OJHAKO B MOAPOCTKOBOM BO3pACT€ PACHPOCTPAHEHHOCTh 3a00JIEBaHUS
BBIIIE CPEAU JICBOUYEK, YTO BO3MOKHO OOBACHIETCS TOPMOHAIBHBIM BiausiHueM [117].

Emie ogHUM KOXXHBIM MPOSIBIGHHEM AaTONHM SIBISETCS KpanmuBHUIA, KOTOpas
MOXET COMPOBOXKJAThCS MosiBIeHHEeM aHTHOOTeKOB (AQO). M3omupoBanusie AO nu6o
B COYETAHUU C TMPOSIBICHUSIMU KPAMUBHUIBI JOBOJBHO NIMPOKO PaCHpPOCTPAHEHBI
B MMEIMATPUUECKON MOMYJISIIIUU, U MPAKTHUYECKU JTIOO0N CHENHUANIUCT C TOW WM HHOU
YaCTOTOW CTAJIKUBAETCS C JAHHOU MATOJIOTHEN.

B 3aBUCHUMOCTHU OT MeauaTopa AO KJ1Iaccupuuupyercs KakK
OpaIUKMHUH-ONIOCPEOBAHHBIA WM  TUCTAMHH-OMOCpPENOoBaHHbIA.  JlocToBepHas
uHopmarusi 00 SMUAEMHUOJIOTHN TUCTaMUH-UHAyLIUpyeMbix AQO KpaliHe orpaHuyeHa.
ITo pe3ynpTaTaMm OOIIEHAIIMOHATLHOTO HCCIENIOBAHUS, MpoBeJAeHHOro B JlaHuw,
HeHacseacTBeHHbIE AO B TedueHue ku3HU oTMmedaercs y 4,9% B oOuiedt momynsiuuu

[223]; B aHAIOTUYHOM MCCIEOBAHUHU, IPOBEJCHHOM B flNOHWH, pacIpOCTPAHEHHOCTh
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AO cocraBuser 7,4% [257]. MexnyHapoIHbI€ NOAaHHBIE O PaCIPOCTPAHEHHOCTH
HeHacleACTBEHHBIX AQO B JAETCKOM MOMYISLUHUA OTCYTCTBYIOT. OTO OTHOCUTCA H
K uHGOpMAIlUU O PacpOCTPAaHEHHOCTU JaHHOM maTtosioruu B Poccuiickoit denepanum.
BeposTHO, 3TO CBSI3aHO C TPYAHOCTSMHM CTAaTUCTUYECKOTO MOJCYETA PA3IMYHBIX BUIOB
AO wu OTCYTCTBUEM YETKHUX KpUTEpHEeB IU(pOBaHUS MO CYUIECTBYIONICH
kiaccupukanuu  MexayHaponHod —kimaccudukanuu  OonesHedr 10 mepecmoTpa
(MKB-10). Onaum 3 AO, B matoreHe3e pa3BUTUS KOTOPOTO Yy4acTBYeT OpaJMKWHUH,
apisiercas HAO [37, 166, 286]. HAO oTtHOCHUTCS K IEPBUYHBIM UMMYyHOAehULIUTaM Oe3
MH(EKIMOHHBIX MposiBIieHU [32, 59].

Uctunnas pacopoctpaneHHocTh HAO, B Tom uncie u HAO ¢ HopmanbHBIM
ypoBHeM Cl-unrubutopa HeusBectHa [37, 194]. CormacHo pe3yibTaram
CUCTEMATHUYECKOTO0  HCCIENOBaHMS, OOOOIIMBIIET0O  MHOTOYHMCICHHBIE  JIaHHbBIC
U3 pa3IMYHBIX CTpaH MO d3TOW MpodlieMe, pacueTHas PaclpOCTPAHEHHOCTh
Cl-unruburopa HAO Bapeupyer ot 1,1 mo 1,6 cmywas wa 100 000 nHaceneHus
(B 3aBHcUMOcTH OT perronHa ot 1:50 000 o 1:100 000) [176].

K 3aboneBanusiM, IpOTEKAOMIMM C BO3HUKHOBEHHEM A, OTHOCST U KPAITUBHHUILY.
Ha ceronnsimiHuii JIeHb KpamUBHUILYY Pa3JEsiOT MO MNPOJOJDKUTEIBHOCTH TEUYEHUS,
no TunaMm W noatunaM. Ilo knaccudukanmuu pazauvaroT OCTPYH (CUMITOMBI
MPOSIBIIIIOTCA MeHee 6 HeNenb) U XPOHUYECKYI0 (CUMIITOMBI OoJiee 6 HElelb) BUIBI
KpanuBHUIl. K XpOHMYECKUM BUJAM KPamUBHUIEI OTHOCST CIIOHTAHHYIO (paHee TakKe
UCIIOJB30BAJICS TEPMHH HJHUONATHYECKAs) M pa3Hble THUIBl HHAYIUPOBAHHBIX
KpaNnuBHUIL: CHMITOMATHYECKUH lepMorpadpusm, UHAyLIUPyEMast X0JI040M, KpaliMBHHUIIA
OT JaBJICHUSI, COJIHEUHAs KpamuMBHUIA, UHAyLHpyeMasl TEIioM, BHOparmoHHbIT AQO,
aKBareHHas, XOJMHEpruyYecKkas M KOHTakTHas [166, 286]. Takas BapnaOelbHOCTH
B BOBHMKHOBECHHUM KJIMHUYECKHX CUMITOMOB, a TAKXKE YACTOE COYETAHUE CIOHTAHHOU U
WHYIUPOBAHHBIX (OPM KpAMUBHUIIBI MOXET MPUBOAUTH K 3aJI€PKKE MOCTAHOBKH
KOPPEKTHOTO AuartHo3a. BctpedaemocTs pa3HbIX (DOPM KpAMUBHUIIGL B TIEIUATPUUECKOM
MPAKTUKE PA3JIMYAETCA B Pa3HBIX CTPAHAX: MO JAHHBIM OTEYECTBEHHBIX UCCIIEIOBATENEH
BpauM Yallle BCTpeJaroTcs ¢ ocTpoit (62%), uem ¢ xpounuueckoi (10,5%) xkpanuBHHIIEH

(p <0,03) [37].
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Xponunueckas kpanuBHuUia (XK) — 310 3a0o1eBanue, mopaxaroliee JIuil Jro00ro
BO3pacTa, JUIMTEIHHOCTh TE€UCHHUSI KOTOPOU MOKET OBITh Pa3HOM, HO OOBIYHO OOJIE3Hb
MPOTEKAET B TEUEHUE HECKOJIBKUX JIET [36, 286]. PacnpocTpanenHocTh XK 3a mocienHee
NECATUIIETHE BO BCEX CTpaHax mupa Boipocina B 2—10 pa3 [167, 168, 256, 278]; npu s3ToM
xpoHnueckas crnontanHas kpanuBHuia (XCK) nopaxaer no 0,5-5% nacenenus [22,
298]. 1o naHHBIM CHCTEMATUUYECKOTO 0030pa U MeTa-aHaJIN3a, pacCIPoCTpaHEeHHOCTh XK
y B3pocibIx B oOmei nomyisauuu coctabiser 0,7 u 1,4% COOTBETCTBEHHO, y HeTei
no 15 ner — mo 1,1% [138, 142, 172, 256, 299]. B ocHoBHOM XK mopaxkaer aroaeu
CpPEeIHEro BO3pacTa, C MEJUWAaHHBIM BO3pacToM JeOroTa 3abosieBaHus Ha 2—-4 Aekaje
KW3HU, Yaie 00JIeroT keHIMHBI (10 80% Bcex marueHToOB), OJHAKO B MEAUATPUIECKOM
MOMYJISIIMY TAaKOTO pacipeiesieHus OJIOB He HaOmtoaercs [256].

HecoMHeHHO,  MOMOMHUTENBHBIM  (PAKTOPOM,  CO3JAIOIIMM  TPYJIHOCTU
CTATUCTUYECKOTO ydeTa U JOCTOBEPHOM OILIEHKHU pacrpocTpaHeHHOCTH A3 B oOiiei
MOMYJISIIUK, BKJOYasl AETEH, UrpaeT MYyJIbTUMOPOMAHOCTh — HAJIUYHE Yy OJIHOTO
MalueHTa OJHOBPEMEHHO Heckolbkux auarHo3oB (bA, AP, amnepruyeckoro
KOHBIOHKTUBUTA, AT/]). ®ukcanus BceX TUAarHO30B B JJAHHOM CJIydae OCYIIECTBISETCS
HE BCErJa U MallMeHT «HAXOJUTCS» Ha JUCIAHCEPHOM HAOIIOJICHUM / CTATUCTUYECKU
«YUYHTBIBACTCS» JIMIIb [0 OAHOMY M3 AMArHo3os [13, 39].

B TO0 e BpeMss KOHCTaHTHOCTh O(QUIIMATBHBIX JAHHBIX B JUHAMHKE
CBUJICTEIILCTBYET, YTO TMpoOsiieMa TUNOAMATHOCTUKUA aJIEPrudyeckux Oosie3Hei
COXpaHsieTcsi, a  MeTojojoruss  cbopa W perucTpaiuu  Oo(pUIMATBHBIX
AMUIEMHOJIOTUYECKUX CBEICHUN TpeOyeT ycoBeplieHcTBOBaHu [9, 57].

B kauecTBe AOCTaTOYHO HAJEKHOIO HMCTOUYHHMKA MEIMIIMHCKOW HHGpOpMaLUU
BO3MOHO PACCMOTPETH PETUCTPHI (MOMYISIIUOHHbBIE, CTPAHOBBIE, PETMOHAIBHBIE — KaK
MOJTHOIIEHHbIE MHOTO()YHKIIMOHAJIBbHBIE WHCTPYMEHTHI JIUTEIBHOTO JTUHAMUYECKOTO
HaOJIO/IEHKs); OJHAKO JIUIIb E€JWHUYHBIE CTPaHbl MHpa O0JaAal0T TAKUMHU
MHCTpyMeHTamu [165].

B mnacrosimee Bpems g 3apyOeXHBIX M OTEUYECTBEHHBIX HCCIIEIOBATEIIEH

OCHOBHbBIMHM HCTOYHHKAMH OJIIIMACMHOJIOTHYCCKUX JAaHHBIX B OOJBIINHCTBE CJIydacB
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SBJISIIOTCSL CBEJICHUSI MEIUIIMHCKON MOKyMeHTaluu, a Takke MUC — kak OTIenbHbBIX
MEJIUIIMHCKUX OPTaHU3allkii, TaK U PErMOHANBHBIX CITYK0 3apaBooxpanenus [79].

B T0 ke Bpems ucnoisb3oBanue paznuyHbix MUC 31paBoOXpaHEHUsI B KAUECTBE
pecypca 3OUIAEMHOJIOTUYECKAX CBEJCHUN HWMEET pAd OrpaHUYCHUN, HaIpuMep,
TEXHUYECKYI0 HECOBMECTUMOCTb, B pE3yJIibTaTe€ KOTOPOM MEIUIMHCKHE PAOOTHUKU
UCIIBITBIBAIOT TPYAHOCTH TIpU oOMeHe daiinamu [9, 57], oTiinyaroniuics/cioxHbi BeO-
nu3aitn - uHtepdeiica [149, 163], ocobeHHOoCcTH TpeOoBaHMI K 00ECHIEYEHUIO
o0eszonmacHoctu naHHbiXx [103, 285], pasznuunyio QyHKuuoHanbHOCTh [217, 252],
HEJIOCTATOYHYI0 NPOQECCUOHANBbHYI0 MOMIEPXKKY [162, 247], orpaHudeHus AOCTyma
B cucTemMy (Hampumep, yaanenHoro) [102, 149], Hu3koe kauecTBO BHECEHHBIX JaHHBIX
[154, 302]. boAbIIMHCTBO YKa3aHHBIX NPOOJIEM BO3HUKAIOT BCIEICTBUE HECOOTIOICHUS

CTaHJIAPTOB, MPOLEAYP U MOIB30BATEIBCKUX peKoMeHaanuii [112].

1.2. O]_[eHKa CYmeCTBYHOIIINX METOA0OB CTATUCTUIECCKOTO yUu€Ta 3a00J1€BaeMOCTH U
COBPEMECHHBIC BO3SMOKHOCTH MCINIIMHCKHUX I/IH(l)OpMa]_[I/IOHHbIX CHCTEM.

I/IHTeHJIeKTyaJ]LHLIﬁ AHAJIN3 KINHHYCCKHUX JaHHBbIX

B Poccuiickoit ®denepanuu TpagullMOHHBIM HCTOYHUKOM UWH(OpMauu AJis
u3yueHus 3abosieBaeMocTH sABisieTcs  (opma  (deneparbHOr0  CTATUCTUYECKOTO
HaOmonenust Ne 12 (OCH Ne 12, ®opma Ne 12) («CBenenust o yucie 3a00jeBaHU
3apETUCTPUPOBAHHBIX Yy TMAIMEHTOB, MPOXHUBAIOIIMX B pailoHe OOCITY>KUBaHUS
MEJIUIIMHCKOW OpraHu3alumny»), B KOTOpOH (PUKCHpPYIOTCS Bce ciaydan 3a00JeBaHMU,
BBISIBJICHHBIE KaK NpU OOpalleHWHd 3a MEIUIMHCKONW TMOMOIIbI0, TaK U B XOJ€
npopUIAKTUYECKUX OCMOTPOB W  JWCHAHCEpU3AllMd Yy  BCEro  HaceJeHus,
MPUKPEIJICHHOTO K KOHKpPETHOM MeaunHCcKkon oprann3annu. @®CH Ne 12 ncnonsizyercs
B TOM umcie u ans popmupoBanus ceenennit nius ETC3, neiictByromieit ¢ 2011 r., u
€KETrOJTHBIX CTaTUCTUYECKUX MaTepuaoB, MPEACTaBIIEMBIX opraHaMu
rocyJ1IapcTBeHHOM BiacTu cyobekta Poccuiickoii @enepannn B chepe 0XpaHbl 310POBbSI
MunsapaBy Poccuu u TepputopuansHoMy oprany Poccrara B cyObnekTe Poccuiickoit

denepanum.
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@opma No 12 exerogHo yTBepxkaaeTcs mpukazoM @DenepalibHOM CIy)KObI
rOCyJJapCTBEHHOM cTaTUCTUKU. B Hactossmuii momeHT aeicteyer P@CH  Ne 12,
yTBepKaeHHas npuka3zoMm Poccrata ot 27 oktsi0pst 2023 roga Ne 533 «O0 yTBepKIeHUH
(dbopmbI PeaepaibHOTO CTATUCTUUYECKOTO HAOIIOJEHUS C YKa3aHUSIMU 10 €€ 3all0JIHCHUIO
JUIL  OpraHu3allild MUHHCTEPCTBOM  31paBooxpaHeHus Poccuiickor dDenepanun
(dbeneparbHOro CTaTUCTUYECKOT0 HAOIIOACHUS B cpepe 3paBoOXpaHeHus» [62].

@opma Ne 12 — 3TO €XEroaHbI OTYETHBIM ITOKYMEHT, COCTABJISEMBIA BCEMU
MEIUIMHCKUMU OpPraHu3alysIMd, COCTOSIIMMU B HOMEHKIATYpE MEIUIUHCKHUX
OpraHU3alid, OKa3bIBAIOIIUX MEIUIMHCKYI0 TOMOINb MaleHTaM B amMOyJaTOPHBIX
YCIIOBUSIX.

OpraHuszanusi, MMEIOIIAass B CBOEM COCTaBE MOAPA3JACICHUS, OKAa3bIBAIOIINE
MEIUIMHCKYIO TOMOIIb B  aMOyJaTOPHBIX YCIOBUSAX, M BEAylIas TOJBKO
KOHCYJbTaTUBHBIN pueM, cocTaBiisieT @CH Ne 12 mo cOOTBETCTBYIOIIUM CTPOKAM JIUIIb
B TOM CJy4ae, €ClId B JAHHOW OPTraHU3alluy y MAIMEHTOB HE TOJBKO BBISIBISIOTCS ITH
3a007€BaHMs, HO U OCYIIECTBISETCS UX JECUCHUE, a TaK¥Ke JUCIIAaHCEPHOE HAOII0/ICHHE
3a MalMEHTaMH.

@opma No 12 cocraBinsercs MO JaHHBIM OOpAaIllaeMOCTH  HACEJICHUS
B MEJMIIMHCKUE OPTraHU3allii Ha OCHOBAHUU PErUCTpalyy 3a00JIeBaHUNM B MEPBUYHOM
YYETHON JOKYMEHTALMH, KOTOpbIE YTBEPKIAEHBI MpuKa3oM oT 15 nekadOps 2014 rona
No834n «O06 yTBepx)aeHUU YHU(DUIIMPOBAHHBIX (OPM MEAUIIMHCKON JOKYMEHTAIIUH,
WCMOJIb3YEMBIX B MEIUIMHCKUX OPTaHU3ALHUIX, OKa3bIBAIOIINX MEAUIMHCKYIO TOMOIIb
B aMOyJIaTOPHBIX YCIOBUSX, U MOPSIKOB UX 3aroaHeHus» [61].

[lepBUUHYIO JOKYMEHTAILIUIO COCTABJISIOT:
1) dbopma Ne 025/y «MeaunuHckas kapTa HalMeHTa, MOTYyYarOIero MEAUIIMHCKYIO
MOMOIIb B aMOyJIaTOPHBIX YCIOBUSIXY;
2) dbopma Ne 025-1/y «TanoH marueHTa, MOIYyYAOUIEr0 MEAUIMHCKYIO TMOMOIIb
B aMOYJIaTOPHBIX YCIOBUSXY;
3)  ¢opma Ne 030/y «KonTposibHast KapTa TUCTIAHCEPHOTO HAOTIOICHUS.

®dopwma Ne 12 mpeacTaBiieHa MECThIO pa3ieiaMu TaOJUYHOTO BHA, COIEPKAIITUMHU

CTaTUCTUUYECKYI0 MHPOPMAIMIO O KOJWYECTBE 3a0osieBaHUM U (DakTOpax, BIUSIOIIMX
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Ha COCTOSIHUE 3J0pOBbSl HAceNeHUsT W OOpalleHus B MEIUIMHCKHUE OpTraHu3alluu.
Paznensl hopmbl penepanbHOro cTaTUCTHUECKOT0 HaOmoaeHus Ne 12:
1)  neru (0—14 et BKIIOYUTENIBHO);
2) €T MEepBbIX TPEX JET KU3HHU;
3)  nmerm (15-17 neT BKIIOYUTENIHHO);
4)  B3pociublie 18 ner u 6oee;
5)  B3pocibIe cTapiiie TPYyAOCIOCOOHOTO BO3PacTa;
6)  AucnaHcepu3alus CTYJEHTOB BBICIINX YUEOHBIX YUPEKICHUM.

Pazmenst 1-5  comepxkar  uHbopMamuio 00  0OIEM  KOJIMYECTBE
3apEeTUCTPUPOBAHHBIX 3a00JIEBaHUM, pa3/IeIEHHBIX MO KJIaccaM U HO30JOTHYECKUM
dbopmam c ykazanuem kojma no MKB-10. B TaGnume yka3biBaeTcsi KOJUYECTBO
3a0071€BaHNM, BBISIBJICHHBIX BIEPBbIE B KU3HU, B TOM YHUCIE NPU MNPOXOKICHUU
NpopUIAKTHYECKUX OCMOTPOB. OTpakaeTcss KOJUYECTBO MAI[UEHTOB, B3ATHIX O]
JUCIIAHCEPHOE HAOIOJIEHNUE, CHATHIX C AUCIAHCEPHOI0 HAOMIOIECHUS U COCTOSIIINX MO
JUCTIaHCEPHBIM HAOJIIOCHUEM Ha KOHEI[ OTYETHOTO To/1a.

Takum oOpazom, @CH Ne 12 oTpakaeT NOJHOLEHHYIO CTATUCTUYECKYIO KAPTHUHY
0 yucJe 3a00JIeBaHUMN, 3aPETUCTPUPOBAHHBIX Y MAITUEHTOB, MOJYYAIOIIUX MEIUIIUHCKYIO
MOMOIIIL BO BCEX TOCYAAPCTBEHHBIX MEAUIMHCKUX YUPEXKICHUSAX, PACIOI0KEHHBIX
Ha Tepputropun Poccuiickoit @enepann.

KonTponp 3a kadectBoM cOopa U 00pabOTKM CTAaTHUCTUYECKONW OTYETHOCTH
®OCH Ne 12 ocymiecTBisieTcsl HA YPOBHE YIIOJTHOMOYEHHOTO OpraHa rocyAdapCTBEHHOU
BJIACTH, YTO CBUJETEIHCTBYET O Kau€CTBE, MOJHOTE U JOCTOBEPHOCTH CTATUCTUUYECKHUX
JTAHHBIX.

B nawane XXI Beka mosBUIach HEOOXOJMMOCTh TpaHCHOPMAIIUHA BCETO
rocyJIapCTBEHHOTO yrpaBiieHusi B Poccuiickoit denepainuu, B TOM YUCJIE U B 00JIaCTH
3IpaBOOXpaHEHUs. IJTO  OOYCIOBJIEHO W3MEHEHUSMH, MPOUCXOMSIIUMHU, KakK
Ha BHEIIHEMOJIUTUYECKON apeHe, TaK M BO BHYTPEHHEM COILMATbHO-2KOHOMUYECKOM
MPOCTPAHCTBE.

JeOroT nmudpoBU3aMu CUCTEMBI 3ApaBooXpaHeHus B Poccuiickoit denepannu,

KOTOpasl SABJISETCS HEOTHEMIIEMBIM 3TAlOM Mporiecca I poBoit TpaHchopMaIiu BCETO
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roCyJJapCTBEHHOTO yMpaBieHUs, cocTosyics Oosiee 10 ner Hazan, Korja, C IEIbIO
nepexona K «1udpe» B 00JaCTU MEIUIIUHBI, MpukazoM Mun3zapascoupa3sutus Poccun
or 28 ampens 2011 roga Ne 364 Onuta ytBepxkneHa Konmenuusi co3ganus Enunoi
rocyJ1lapCTBEHHON HH(pOpMAIMOHHON cucTeMbl B cepe 3apaBooxpanenus — EI'MIC3
[60].

VYxe B 2015 rogy nocranosnenuem [IpaButenscrBa r. MOCKBBI OBLIIO YTBEPKICHO
[Tonoxxenne 00 aBTOMATHU3UPOBAHHOW HMH(POPMAIMOHHON cucTeMe ropoja MOCKBBI
«Enunas MenuuuHckass MH(OPMallMOHHO-aHAIUTUYECKas cHCTeMa ropoja MOCKBBI»
(EMHAC) — [Tonoxenue o EMUAC ot 20 siuBapst 2015 roga Ne 16-I1I1, uto paktruecku
03HAYAJIO MPUHATHE PEIIEHUE O CO3JaHUH 3TOU CUCTEMBI.

B 2018 roay npesnanymom Coseta mipu [Ipesnnente Poccuiickorn deaepanun no
CTPAaTETUYECKOMY pAa3BUTHUI0 W HAUHMOHAJIBHBIM NpoekTaM yTBepxkaAeH Ilacmopr
HallMOHAJIBHOTO TPOeKTa «3ApaBooxpaHeHue» [69], B koTropoMm 1udpoBU3aLIUS
omnpeJiesieHa Kak OJlHa U3 OCHOBHBIX 3a1a4 [9].

EMUAC siBrsieTcst TocyJapCTBEHHOM HHPOPMAIITMOHHON CUCTEMOM U cO3/1aBaiach
KaK 4acTh peruoHanbHOro ¢parmenta EnuHol rocynapcTBeHHON WH(OpPMaIMOHHOM
cucteMbl B cepe 31paBooXpaHeHUs I'. MOCKBbI, HHTETPUPOBAHHOTO C (peaepabHbIM
cermeHToM EI'MMC3. Opnoii u3 ocHoBHbIX ueneii EMUAC sBisieTcs MOBBILIECHUE
Ka4eCTBa JOCTYIMHOCTHA U MEAUIIMHCKON MOMOIIU, OKa3bIBAEMOM HACEJIEHUIO T. MOCKBBHI,
a TakKe MOBBbIIIEHUA 3(P(EKTUBHOCTH YIpPaBICHUS CUCTEMON 3IpaBOOXPAHEHUS B
r. MockBe ¢ UCTI0JIb30BaHHEM UH()OPMAIIMOHHO-TEIEKOMMYHUKAITMOHHBIX TEXHOJIOTHUM.

B nacrosiiee Bpemsi pe3yabTaroM HUGPOBU3AIMU 0O0JACTH 3/IPABOOXPAHEHUS
B MockBe sBmwiioch BHeapenne EMMAC Bo Bce ropojackue amOylaTOpHO-
MOJIMKIMHUYECKUE LEHTPHI, TOPOJACKHUE OOJBHUIIBI, CTAHIUHU CKOPOU MEIUIIUHCKOM
MIOMOILH U Psi APYTUX TOPOJICKUX MEIUIMHCKUX OpraHuszanuii [S7].

OCHOBHBIM JOKYMEHTOM, perjiiameHTupyronuM ¢yukimonupoanue EMUAC,
aisiercs [lonoxenne ot 20 ssBaps 2015 roga Ne 16-I1I1, B cOOTBETCTBUU ¢ KOTOPBIM
K pyHKIHsIM CUCTEMBI, OTHOCSITCS, B TOM YHUCIIE:

«1.6.1. O6ecnieuenue coopa, 00pabOTKH, CUCTEMATU3AIINH, XPAHEHUS U TIPEI0CTABICHUS

uHpopMaliu, B TOM UHCIE XapaKTEPU3YIOMIEH MAESITEIbHOCTh MEIUIIMHCKHUX
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OpraHu3alMid TOCYJapCTBEHHOM CHUCTEMBI 3IpaBOOXPaHEHHUS TOpojda MOCKBHI,
MEIUIMHCKUX  OpraHu3aluii, HEe BXOASIIMX B TOCYJAAPCTBEHHYIO  CHCTEMY
31paBOOXPAHEHUS TOpoaa MOCKBBI U OCYIIECTBISIOINUX MEIULMHCKYIO AEATEIbHOCTD
Ha TEPPUTOPHUH TOpOoJa MOCKBHI. ..

1.6.7. ®opMupoBaHUE U BEICHUE MEAULIMHCKOW OTYETHOCTA MEIUIIMHCKUX OpTraHu3alui
rOCYyIapCTBEHHOM CHCTEMBI 3IPABOOXPAHEHUS] TropoAda MOCKBBL, MEIUIUHCKHUX
OpraHu3alyid, HE BXOISAIIMX B TOCYJAapCTBEHHYIO CUCTEMY 3/IpaBOOXPAHEHUS TOpoaa
MOCKBBI M OCYWIECTBIISIFOIINX MEAULMHCKYIO NESITEIbHOCTh HAa TEPPUTOPHUH TOpPOJa
MOCKBBL.»

Ha cerogusmnanit ness EMUAC ni1st METUITMHCKUX paOOTHUKOB — HEOOXOIUMBIH
WHCTPYMEHT €XEIHEBHOW KJIMHUYECKOW IMPAKTUKHU, JUISI HCCIENOBATENEd —
MEPCIIEKTUBHBIA pecypc, 0aza aeMorpauyeckux, aHaMHECTUYECKHUX, JTaOOPaTOPHBIX
naHHbIX. OHAKO JHIIL B HEOOJBIIOM KOJWYECTBE MyOauKaIui, pa3MeIIeHHbIX B 0aze
Pocculickoro wWHAEKca HAy4dyHOrO [MTUPOBAHUA, YKA3aHO HA UCIOJb30BAHUE
Bo3MoxkHOcTe EMUAC st u3BneueHus TOMOJHUTENBHBIX CBEICHUN U UX aHAIN3a [ 26,
46, 58, 86, 90]. Enunuunble myOMUKalMU COJEPkKAT PE3yJbTaThl aHAIN3a MPUYHUH
CMEpPTHOCTH, MPOJOJLKUTEIBHOCTH XHU3HU NIPU OTACIBHBIX HO30J0THsIX [66, 84].
OtaenpHbIE UcCHenoBaHUs OonmUchkIBatOT posib EMHWAC B anHanu3e opraHu3ammoOHHOTO
Mpolecca — MmapaMeTpoOB KadeCcTBa OKa3aHUS MEAULIMHCKOW moMoinu [77]; HaiaeHo
UL JIB€ paOOThl, MOCBAIICHHBIE aHAIU3Y SIUJIEMHOJOTMYECKUX JAaHHBIX B3POCIIBIX
MaIMEeHTOB ¢ ucnoiab3oBanueM cBeaeHuil u13 EMUAC — pacnpoctpanenHoctr XK [94]
1 TpoMO003a TIIyOOKHUX BEH HUKHUX KOHEYHOCTEH y MAaIlMEHTOB C OCTPHIM HApYIIEHUEM
MO3TOBOTO KpoBOooOpareHus [52].

HecoMHeHHO, CII0KHO MEPEOLIEHUTH 3HAYMMOCTh JJAHHOT'O BOIIpoca, TeM 00Jiee 4To
¢byHkiuu cbopa, XxpaHeHUs U 00pabOTKU CTAaTUCTUYECKOW MH(OpMAILMK MOCPEICTBOM
EMUAC 3adukcupoBaHbl Ha  3aKOHOJATEILHOM  YpPOBHE U  3aKPEIUICHBI
COOTBETCTBYIOIIIMM HOPMATHUBHBIM MPABOBBIM AKTOM.

Kpome Toro, 10 HacTosmero BpeMeHn He u3ydanu Bo3MoxHocth EMUAC kak
HUCTOYHUKA OSIUJEMHOJIOTHYECKON wuHpopManuu o0 aieprudeckux 3a00JeBaHUsIX

y JETEM.
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Takum o00pa3oMm, MOUCK U peanu3auus UU(PPOBBIX HHCTPYMEHTOB B paMKax
¢dbyukimonansHoro norenuaia MUC (na npumepe EMUAC) s ucnonb3oBaHusl ee
B KQYECTBE KaK ONTUMAJIbHON CHCTEMBI CTATUCTUYECKOTO yUETa 3MUAEMHUOIOTHYECKUX
CBEJICHUI, TaK U UHCTPYMEHTA OIIEHKI/MOHUTOPHUHTA aJNIEpruYecKuX O0e3Hel y nereit
0€3yCIIOBHO BBI3bIBAET UCCIIEN0BATEIBCKUI HHTEPEC.

DTO NIOMOXKET, B TOM YHCIIE, peluTh 3a1a4u Cuctemsl, ykasanublie B [lonoxenun
o EMUAC or 20 suBaps 2015 ronxa Ne 16-I1I1, a umenHo:
«1.5.1. IloBplmieHne KadecTBa M JOCTYIHOCTH OKAa3aHHWs MEIULIHUHCKOM ITOMOIIU
HaceJleHuto B Tropoae MockBe M o0OecrneueHHe MPEeeMCTBEHHOCTH JIeYeOHO-
TUArHOCTUYECKOTO mporecca MEXIY MEIULUHCKUMHU OpraHU3aIUsIMHU,
OCYUIECTBJISIOIMMU MEIULUHCKYIO I€ATEIbHOCTh Ha TEPPUTOPUU ropoJa MOCKBBI, IpU
OKa3aHWY MEIULIMHCKON IMTOMOIIY HACEJIEHHIO B ropoae Mockae.
1.5.2. Co3nanue equHOTO MH(GOPMALIMOHHOTO MPOCTPAHCTBA CUCTEMBI 3/IPABOOXPAHEHUS
B ropoze Mockse....
1.5.4. Ontumuzanus U mnoBbilieHHE 3PHEKTUBHOCTH (PYHKIIMOHUPOBAHUS CUCTEMBI

3JIpaBOOXpaHeHus B Topojae MockBe.

1.3. BpeMﬂ HEKOHTPOJIHUPYEMOI'0 TECUCHUHA AJJICPIUICCKUX 3a00/1eBaHUM U UX

BJIUAHHUC HA KQY€CTBO KU3HU, CBA3AHHOC CO 3I0POBLEM

1.3.1. bpoHxuajabHas acTMa

bponxmnansHoii actmoii (BA) Bo Bcem mupe cTpagaroT 262-339 MiaH dYenoBek
[183]. Ilioxo kOHTpoJupyemass U HEKOHTpoiupyemMas bA HEraTMBHO CKa3bIBaeTCA
Ha Ka4eCTBE KMU3HU KaK CAMHX JIeTe! ¢ JaHHBIM 3a00JIeBaHUEM, TaK U YWICHOB X CEMEl.
JleTn yamie TpOMyCKalOT 3aHSITUS B IIKOJIE, MOTYT UMETh HPOOJEMBI COIMATBLHOIO
B3aUMOJICUCTBUSL U XYK€ MEPEHOCAT (PU3MYECKUE HArpy3KH, B TOM YHCIIE, 3aHSATHUS
CIIOPTOM U HUTPBI CO cBepcTHUKaMH [144, 290]. ManeHbkue NanueHThl Yaule CTpajiaroT
OT TpeBOrH, 4eMm et 0e3 acTMbl [111]. YacToTa pa3BUTHS TPEBOKHBIX U JIETIPECCUBHBIX

CUMIITOMOB y UX pOHHTGHGﬁ/OHeKYHOB BBIIIC ITO CPABHCHUIO C JIMIAMU, YXAKWBAIOIITUMHA
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3a 370poBeIMU AeTbMHu [160]. HemocTaTouHbIi KOHTPOJb CHUMIITOMOB 3a00JI€BaHUS
TAKK€ aCCOLIMUPOBAH C YXYIICHUEM KAaU€CTBA CHA Y IETEH-aCTMATUKOB U UX POAUTEIEH
[304].

[TanieHTHI ¢ TSHKEIOW, HEKOHTPOJIUPYEeMOr (GOpMOM acTMbI COCTABISIOT < 5% OT
Bcex mamueHToB ¢ BA [7, 15, 184, 258, 274]. BA sBisieTcs npo6iemMoii 001eCTBEHHOTO
3IpAaBOOXPAHEHHS] BO BCEX CTPAHAX HE3aBUCHUMO OT YPOBHA HX HSKOHOMHUYECKOTO
pazButusa [7]. BA o0ycrnoBinuBaeT 0oJibllioe 3KOHOMHUYECKOE OpeMsi aJisi oOllecTBa.
B CIIIA exeroanele npsIMbIE 3aTpaThbl, CBSA3AHHBIE C AaCTMOW, OLICHUBAJIUCH
B 56 Mupa nosnapos CIIA B 2013 roxay, mpu 3TOM MaMEHTHI C TSKEIONM aCTMON HECYT
MIPUMEPHO MOJOBHUHY 3TUX pacxoaoB — 28 mupxa noutapos CIIA [27]. B Poccuiickoi
®denepanuu  SKOHOMHUEckoe Opemsi BA ¢ ydeToM HempsIMBIX 3aTpaT COCTaBIISET
13,7 mapn py6. B rof, mpu 3TOM HauOOJBIIMK yHIEpO acCOMUPOBAH C JICUCHUEM
oboctpenuii BA [7]. 3HauutenpHas A0J8 OOOCTPEHUM MPUXOIUTCS Ha OOJBHBIX
¢ Tsxenoit BA (TBA). DTy nanueHThl 4acTo BHEIIAHOBO 00pamiatoTes 3a MeTUIIMHCKON
MOMOIIIbIO, B TOM YHCJIE HEOTIOXKHOW, TOCHUTAIU3UPYIOTCA M COCTABISAIOT TPYIIILY
MOBBIIEHHOTO pPHUCKAa JETalbHOro wucxona. CTOMMOCTh JIEUEHUS TaKUX CIIy4acB
cocraiisieT He MeHee 50% oT 001mux 3aTpaT Ha Tepanuto bA [27].

HecmoTtpst Ha TO, uTO HEKOHTpoMpyemas TBA 3aTparuBaeT MEHbIIEE KOJTUYECTBO
nanueHToB cpeau bA, uMenHo Ha ee gomto npuxoautcs 40% Bcex MpsAMBIX 3aTpar,
cBsi3aHHbIX C BA [169]. [Taruents! ¢ HekoHTposupyeMoit TBA HecyT B Tpu pa3za OoJibliie
pacxoa0B, YEM MALUEHTHI C TSKEJION, KOHTpoaupyeMon TBA, 4to cocTaBiseT mpuMepHO
75% pacxoq0B 3ApaBOOXpaHEHHUs, CBA3aHHBIX ¢ TBA. DTO mMpOMCXOAUT MO MPUYHMHE
TOrO, 4YTO MAIUEHTHl C TSKEIbIM, HEKOHTPOIUPYEMBIM 3a00J€BAaHUEM MPUBOIST
K HE3aIUITAaHUPOBAHHOMY MCIIOJIb30BAHUIO PECYPCOB 3ApPaBOOXpaHEHUs. Tak, COrJIacHO
uccnenoBannio NOVELTY (2016), nanmentsl ¢ HekoHTponupyemoir TBA B Tpu paza
Yame TOCHUTAIM3UPOBAINCH B CTAalMOHAap M B JBAa pa3a yYalle MOCEIalu Bpayeu
HEOTJIOKHOW MOMOIIM MO CPABHEHUIO C ManueHTaMu ¢ KoHTponupyemoun TBA [304].
UccnenoBanne mnokazaio, 4YTO YpPOBEHb 3aTpaT CUCTEMBI 3JPaBOOXpAHEHUS] ObLI
3HAYUTEJIBHO BBINIE Yy MAlUUEHTOB C HEKOHTponupyemMod TBA 1o cpaBHEHHIO

C MalMeHTamMu ¢ KoHTposmpyemoi ThA.
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Takxke CTOUT OTMETUTh, 4YTO HEKOHTpoJupyemas TBA TecHO comnpsikeHa
C IPUMEHEHHEM MOBBIIIEHHBIX 7103 MEepOopabHBIX rIokokopTukoctepouioB (I'KC), uto
TaKK€ HECET JOMOJHUTEIbHOE SKOHOMHYECKOE OpeMsi, CBSI3aHHOE C JICUCHHEM
ocinoxuennit or ['KC [105, 188]. IMaumentst Ha ['KC B cpegnem Ha 43% (95%
noBeputenbHblid uHTpBaN (JAN): 27%, 59%) nopoxe ¢ TOUKH 3peHHs 3IPaBOOXPAHCHUS
10 CPAaBHEHUIO C ManuenTamu, kKotopeie He npuHuMaeT ' KC [169]. Tak, B uccnenopanuu
P. Lefebvre et al., nposenennom B 2015 roay Ha ocHoBe nanubix bpurtanckoro Peectpa
TOpakaJibHOr0 001IecTBa Mo BA, u3ydanuch pa3inuus B CTOMMOCTH JICYEHUS CPEau
MAlMEHTOB ¢ HEKOHTpoiupyeMord TBA, a UMEHHO MpOBOIWIIACH KOPPEIALUs YPOBHS
3aTpaT CUCTEMBbI 3JIPABOOXPAHEHUS U PANIMYHBIX KYMYJSITUBHBIX J103 CTEPOHUIOB.
[TaniieHThl, NpPUHUMAIOIINE CpPEeAHUE U  BbicOKME 103kl  cucTeMHbix ['KC
rOCHUTATU3UPOBAIIUCH B OTACICHUSI HEOTIIOXKHOM nomoiu Ha 31% (p=0,0004) u na 78%
(p<0,0001) GosbIIe COOTBETCTBEHHO, KOJWYECTBO TOCTUTAIU3ALIMI B CTAIlMOHAP OBLIO
6ombmie Ha 25% (p<0,0001) u 59% (p<0,0001) u Ha 22% (p<0,0001) u 35% (p<0,0001)
OoJbllle OOpalieHui B anTeKu W3-3a OCJIOKHEHUM, CBS3AHHBIX C MPUEMOM CHCTEMHBIX
I'KC, no cpaBHEHHUIO C MALIMEHTAMU, KOTOPBIE TPUHUMAIINA HU3KHE 103bI cucTeMHBIX [ KC
[105].

[loMuMO mpsAMBIX 3aTpaT €O  CTOPOHBI  CHUCTEMBI  3PaBOOXpaHEHUS,
HEKOHTpPOJUpyeMas TBA CBsSI3aHa  CO 3HAUYUTENIIbHBIMU  HAPYUICHUSIMU
MIPOU3BOJIUTEIIBHOCTH TPY/a, KaK y CaMHUX MallMeHTOB, TaK U Y JIUI], OCYIIECTBISIOIINX
yxon 3a nanuentamu [141, 188, 229, 284]. Hanpumep, B uccienoBanuu H. Miillerova
etal. (2020) Oblna BBHISIBIEHA CHUXKEHHAs MNPOU3BOJUTEIBLHOCTh TPyJAa M YACThIC
HEBBIXO/bI Ha PA0OTY B CBSI3U C 0OOCTPEHUSIMU Y TAIIMEHTOB ¢ HEKOHTpoJupyemoit ThA
10 CPABHEHUIO C ManueHTamu ¢ KouTposmpyemoit TbA [141]. Oto yka3eiBaeT Ha TO, 4TO
HekoHTponupyemass TBA cBsiz3aHa CO 3HAYUTENBHBIM KOCBEHHBIM SKOHOMHYECKUM
OpemeHeM il 00IIeCTBa M rocyaapcTBa B 1eiom [141]. B kpynHOM uccieaoBaHUU
TENOR (2007), xoTtopoe TpeACTaBIsAI0 COOOHW TpexjeTHee MHOTOILIEHTPOBOE
Ha0JII0/1aTeNIbHOE KOTOPTHOE wuccienoBanue (n = 4756), y MNalMEeHTOB, KOTOPBIE
MOJTy4add MaKCUMaJIbHYIO 103y WHrajasiuuoHHblx ['KC u niauTenbHO AEHCTBYIOMIMX

2-aroHUCTOB, HO BCE€ €IIe CTpajaiu OT HEKOHTposiupyemou BA, Obuio motepsHO
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13 1OnOJHUTENBHBIX JHEW PabOTHI MO CPABHEHHMIO C MAllUEHTaMU C KOHTPOJIHPYEMOU
BA. D10 mpuBeno K KOCBEHHBIM 3arpataMm B pasmepe | 237-2 069 nomnapos CIIIA
Ha 0JIHOTO manueHrta B rof [ 188].

Huzkuii KOHTponb 3a0ojieBaHUS TakKe€ B 3HAYUTEIBHOW CTENEHU CBS3aH WU
C KOCBEHHBIMHU 3aTpaTamu, C MOTEpeil TPyJ0CHOCOOHOCTH M HEBBIXOJIOM Ha paboTy
MAlMEHTOB B CBS3U C YACTHIMU OOOCTPEHUSIMH, KOTOPbIE MOTJIM TPEOOBATh JITUTEIbHBIX
rocnutain3anui B cranuonape [229, 284]. B uccnenoBanuu 2009 roga, mpoBeI1eHHOM
B CIIIA, nannble 0 HEBbIXO/Ie Ha padoTy ObLIH 3adukcupoBanbl y 10 470 B3pocibix ¢ BA,
2 535 B3pOCHBIX, OCYIIECTBIAOIINX yX01 3a 1eTbMu ¢ BA, u 3 028 nereli ¢ BA [284].

Takum 00pa3om, 0oJbLION dKOHOMUYECKHH yiiepO BA 00ycClOBIIEH HE TOJBKO
MPSIMBIMU 3aTpaTaM Ha MOATOTOBKY CHEIUAIUCTOB, OKa3aHUE HEOTIIOAKHON MOMOIIU U
peryJisapHyto (hapMakoTepanuio, HO 1 KOCBEHHBIMU PacX0JaMu, CBSI3aHHBIMU C TIOTEpei
MPOU3BOJIUTEIBHOCTH  M3-3a CHUKEHUS KAyecTBAa JKM3HU, MPOMYCKOB pPabOThI
POAUTENAMU MAUMEHTOB U IIKOJbI AeTtbmu [13, 35]. IloaToMy s €ro yMeHbIICHUs
KpaifHe BaXKHO JUMarHocTUpoBaTh BA Ha paHHHMX 3Tamax W JOOMBATHCS XOPOILIETO

KOHTPOJIA CUMIITOMOB.

1.3.2. bpeMs aTONM4Y€CKOr0 1ePMaTUTA

Atonuueckuid nepmMatuT (AT/l) MOXKET 3HAUUTENBHO YXY/IIaTh KAYECTBO KU3HU
nanueHToB (KXK), BcieacTBue 3yJa U MOSABICHUS BHICHIIAHUNA HAa BUIUMBIX y4acTKax
koku. CoriiacHO HCCIeAOBaHUIO TIo0ambHOro OpemeHu Oonesneit, y At/ camoe
BBICOKOE€ OpeMsi Ha TOJbl XWU3HHU, CKOPPEKTUPOBAHHBIE IO HETPYIOCIHOCOOHOCTH
(disability-adjusted  life-year, DALY) cpeanu Bcex KOXHBIX 3a00JIeBaHUM.
CrangapTu3upoBaHHbld No Bo3pacTy mnokaszarenb AT/ mo DALY nHa 75% BbIIE
110 CPAaBHEHUIO C TICOpHa3zoM U Ha 82% 1o CpaBHEHUIO C KpalMUBHUILICH, 4TO Oosiee ueMm
B JIBa pa3a MpeBbIIIaeT Opemsi T000ro Ipyroro Ko>xXHoro 3adoneBanus [281].

Kpowme Toro, AT/] MmoxkeT 0ka3pIBaTh BTOPUYHOE BO3AECHCTBHE HA CEMBIO MAlUECHTA
WM Jul, yxaxuBaomux 3a HuMm. M. Basra, A. Finlay (2007) [121] npenmoxuiu

KOHIIENIUIO «Oompiioro namuentay (“Greater patient”) asis onvcaHus rpynibl OJIM3KUX
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K MAalMEeHTY JII0JIeH, Ha KOTOPBIX B TOW MJIM MHOW CTENEHU BIMUSET €ro 0oJjie3Hb. bpems
YJIEHOB ceMbU 00bHOTO AT/l, Kak MpaBuUiIO, CBSI3aHO C JUETUYECKUMU U OBITOBBIMU
M3MEHEHUSIMU, a Takxke PuHaHCOBBIMU 3aTpatamu. Pogutenu geteit ¢ AT/l Takke yaiie
UCTIBITHIBAIOT HETATUBHBIE MCUXOCOIMATIbHbBIE MOCIEACTBUS 3a00JIeBaHUsA, Y B3POCIBIX
MOBBIIIAETCA PUCK TPEBOKHOCTU M jAenpeccuu (oTHomenue maHcoB (OL) 1,46
(95% U: 1,22—1,74; p<0,01)), a Taxxke nosiBieHus: cynuunanbusix Mpicaei (OIII 1,40;
95% AU: 1,1-1,7; p=0,0066)) [262]. [TogpocTku ¢ AT/l Hanbosee TIxKEIO MePeKUBAIOT
3a00neBaHNe, TaK KakK HaxXoJATCs B TMEpPEeXOJHOM u ys3BUMOHM (¢aze pocrta
C COMYTCTBYIOIIUMHU OMOJIOTMYECKUMU, KOTHUTHUBHBIMU, COI[MAJBHBIMU U
AMOIMOHATLHBIMU ITpeoOpazoBaHusIMu. B 3TOM Bo3pacTe BHEIIHOCTh U CAMOBOCIIPUSTHE
UrparoT 0oJiee BaXKHYIO POJib, YEM B JIETCTBE U B3POCIOH )XU3HH, MOATOMY BiusiHre AT/]
Ha KK y moapoctkoB oco6enHo Benuko. [TogpocTkam yare Bcero He00X0 UM OBICTPBIi
u cToiikuil 3P¢eKkT oT Tepanuu, MPU TOM HAAO YUYHUTHIBATh, YTO MPUBEPKEHHOCTH
K JICUeHUIO 00BIYHO HU3Kas [203].

Kpome Toro, B psizie ucciaegoBaHuii ObLIO JOKA3aHO, UTO HETATUBHBIE TTOCIIEACTBUS
AT/l U1l ICUXUYECKOTO 3/I0POBbSI MOJIPOCTKOB BKJIIOUAIOT MOBBIICHHBIN PUCK PA3BUTHS
Jenpeccuu, cuaipoma aedunnta BHUManus u runepaktusHocT (CIBI), TpeBoxkHOCTH
U PacCTpOMCTB TMOBEJEHHUS, HAPYIICHHH CHA, a TakKe MOSBIEHUS CYUIUIATbHBIX
Mmbicied. Tak, B uccienoanuu P. Yaghmaie et al. (2013) Obulo mpoaHaIU3UPOBAHO
92 642 pebdenka 0—17 netr u3 6a3bl AaHHBIX HalmoHaAIBHOTO HCClENOBaHUS 3/I0POBBS
netet. beuio oOHapyxkeHo, yTo BeposATHOCTh Hanuuus C/IBI' Obl1a 3HaUYUTENBHO BHIIIE
y aetedt ¢ AT/l mo cpaBHEHHIO C KOHTpOJIbHOM rpymnmnoit mereit 6e3 At/ (OLI 1,87;
95% JU: 1,54-2,27). CxkoppektupoBannsie OLLI nis nenpeccun, TpeBOru, paccTpoiicTBa
noBesieHus u aytuzma cocrtasuiu 1,81 (95% AU: 1,33-2,46), 1,77 (95% AN: 1,36-2,29),
1,87 (95% JAW: 1,46-2,39) u 3,04 (95% JAU: 2,13—4,34), COOTBETCTBEHHO, U BCE ATHU
napaMeTpbl ObUIM CTaTUCTUYECKU 3HAYMMbIMU. Takum 00pa3om, HaOI0/1anach 4eTKast
3aBUCUMOCTh MEXKJy PacHpOCTPAHEHHOCTBHIO MCUXUYECKUX PACCTPOMCTB U HAIUYUEM
At]Jl [316].

[To nannsiM ucciaegoBanus A. Horev et al. (2017) wacrora CIABI" y neteit ¢ A1/l

B Bo3pacte 0—18 met (n = 840) coctaBmia 7,1% 1o cpaBHeHU1o ¢ 4,1% B KOHTPOIBHOU
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rpymme (n = 900). CABI vame Bctpeuancs y ManbuukoB ¢ AT/l (9,6% vs 5,2%, OIII 1,9;
95% IU: 1,1-3,2) [268].

Hanuuue AT/l MOXET NPUBOAUTh K Pa3BUTHIO CYUIUAAIBHBIX MBICIIEH
y noapoctkoB (OUI 1,284; 95% JW: 1,108—1,224), npu 3ToM y TpeTU U3 HUX ObUIH
*ano0bl Ha JAenpuBalnio cHa (CoH MeHee 6 yacoB B cyTku) [218]. PaccTpoiicTBo cHa
HETAaTUBHO BIIUSIET HAa HEUPOKOTHUTHUBHBIE (DYHKIUM U HMOIMOHAIBHOE 3I0pPOBbHE
MOAPOCTKOB, MOBBIIIASI PUCK MCUXUYECKUX 3a00JI€BaHU, a TAKXKE JEIPECCUM, TPEBOTH U
yCTaJOCTH.

B kpocc-cexkumoHHOM uccienaoBaHuu, nposeaeHHoM Y. Kyung et al. (2020)
B Kopee, ObLJIO MpOAEMOHCTPHPOBAHO, YTO TMOAPOCTKH OT 12 mo 18 mer ¢ At/]
BOCIIPUHUMAIN CE€0sl HECUACTHBIMU, MOJBEPKEHHBIMU CTPECCY, JEMPECCUH U HUMEIH
po0JIeMbl CO CHOM IrOpa3io Yallie Mo CPaBHEHUIO C MOJPOCTKAMK O€3 JaHHOM MaToJI0TUN
[189]. Ilpu sTOoM cpenu moapocTkoB ¢ AT/[ pacnpoCTpaHEHHOCTh CTpecca COCTaBUIIA
(59,1%), nenpeccum (27,8%) wu cyunumansHeIx Mbicield  (13,9%) (p <0,001)
COOTBETCTBEHHO.

CornacHo wuccnenoBanuto M. Muzzolon et al. (2021) puck ncuUXxu4ecKux
paccTpOiCTB ObLT BBIIE Y JETEH CO CPEIHETSIKENbIM/TSKENbIM TeueHueM AT/l
[0 CPAaBHEHHUIO C JIETbMH, UMEIOIIUMU Jierkylo ¢opmy 3adoneBanus [232]. AT/l
CIOCOOCTBYET Pa3BUTHIO AMOIMOHATBHOMN PEaKTUBHOCTHU (u3MeHeHue
HAaCTPOEHUS/CaMOYYBCTBHUSI, IMAaHUKA, OECIMOKOWCTBO, AMOIMOHAJbHAS YA3BUMOCTH),
npobiieM ¢  MblnuieHHEM  (O€CIOKOMCTBO,  PUTHAHOCTb,  OAEPXKUMOCTH) H
AHTUCOIUAJIBHOTO TOBEACHUS (COLUAIIBHOE OTUYXIEHUE, COLMalbHAs W30S,
JUCKPUMUHALIUS U CTUTMATU3AIUA).

Takum o00pazom, AT/] oka3piBaeT riayOOKOe€ BO3JICUCTBME HA TICUXUYECKOE
3I0pOBbE  MOJPOCTKOB, TMOITOMY HEOOXOIUM  MEXIUCUUIUIMHAPHBIA  MOJXOJ
C IPOBEJACHUEM CIEIHATN3UPOBAHHBIX KOHCYJIbTAIMA JUISl BBISIBICHUS BO3MOXKHBIX
M3MEHEHH B TCUXHYECKOM 3JI0POBhE, a TAKXKE€ OIEHKM CHUMIOTOMOB JepMaTUTa U
TEpareBTUYECKOTO JieueHus [269].

[TocneactBust AT/ y nmeteil 3akiioyarOTCsi HE TOJBKO B TSKEIOM OpeMeHU

3a00JIeBaHUS pInIb: | pOI[HTCJ'ICﬁ N IMMaoUuCHTAa W IIOBBINICHHOM PHCKE IICHXHYCCKHX
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PacCTPOICTB, HO U MOTYT BIUSATH Ha BCIO MOCJIEIYIOIIYIO KU3Hb. B 01THOM nccnenoBanuu
OblJla MpOaHATU3UPOBAHA BEPOSITHOCTh TMOJNYYEHUS BBICHIETO OOpa3OBaHUs Cpeau
nanueHToB ¢ AT/l (n=10 173), nuarHocTupoBaHHBIM B Bo3pacte 10 16 ner. [lanHas
Koroprta Obuia B3sTa U3 JlaTCKOro HAllMOHAIBLHOIO PETUCTPA MAIMEHTOB, POIUBIIUXCS
B niepuoA ¢ 1977 no 1993 rox. 3nopoBas rpymnmna KOHTpoJis cocTaBiisuia 234 683 denoBek.
Jlerkasi/ymepennas creneHb AT/l Obliia CBS3aHa C yMEHBIIIEHHEM [IAHCOB Ha 3aBEPIICHUE
0a30BOTO MIKOJBHOTO 00pa3oBanus (oTHOIIeHHe puckoB (OP) 0,92; 95% JIM: 0,90-0,95)
n OakanaBpuata (OP 0,96; 95% JU: 0,93-0,98). Tsxenas crenenp ATtJl Oblia
acCOIMMPOBAaHA C YMEHBIIIEHUEM IIaHCOB Ha mnonyudenue OakanaBpuara (OP 0,86; 95%
JU: 0,80-0,92), cneumanurera (OP 0,90, 95% AU: 0,84-0,97) u maructparypsl
(OP 0,66; 95% AU: 0,53-0,81) [133].

B npyrom wuccienoBaHuu ObUIO MOKa3ano, 4yTO Oojiee OAHOM TPETH MAI[UEHTOB
c AT/l He MOTYT MOJy4UTh OIpeJeieHHOe o0pa3oBaHUE WU pabOTy H3-3a CBOETO
3a00J€BaHMs IO IPUYMHE CTpaxa Mnepe yXyaeHueM cocTosinus At/l, cTpaxa pa3BuUTUS
XPOHUYECKOHN 3K3eMbl pyK WK 00si3HM BTOpuuHOU MHpekuuu [198]. [lpakTuxyromum
BpayaM HEOOXOJMMO 3HAaTh O JOJTOCPOYHBIX TMOCHEACTBUSIX JeTckoro AT/l
Ha JJaJIbHEUIYI0 )KU3Hb U MOJydYeHre 00pa3oBaHus U 00CYXKAaTh 3TO C POAUTEISIMHU.

Kpome Toro, oGoctpenus AT/l ¥ CBsI3aHHBIE C HHM TOCHHUTAIHU3AIINH,
MPOXOXKJCHUE JICYEHUS B aMOYJATOPHBIX YCJIOBHUSX MOTYT MPUBOJIUTH K TOMY, YTO
y4amiuecss MOryT NpOIyCKaTh 3HAUUTEIbHOE KOJTMYECTBO YUEOHBIX JHEH. X POHUUECKUIMA
abceHTen3M ormnpezensercs kak nponyck 10% yueOHbIX qHed (uau 15 gHel B roay u
OoJiee K 3-X THEH B MeCSIl) B TEUEHUE aKaJIEMUUECKOT0 roja o jJro0oi npuuune [106].
B uccnenoBanuun B. Cheng et al. (2021) Obuto mokazano, uro At/] acconuupoBan
C XpOHUYECKUM aOCEHTEU3MOM (JIOTUCTHYECKAss pErpeccusi; CKOPPEKTUPOBAHHOE
OIII 1,42;95% AN 1,13—1,78), npu tsxenom AT/ puck npomnycka 6w Beiie (OLL 2,00;
95% N1 1,21-3,32). Cpenu nereit ¢ At/ (n=3132) 67,7% (n=1544) nponyctunu
> 1 yuebnsiii gennb, a 120 (3,9%) mpomyctuin > 15 ydeOHBIX JHEW B Troay H3-3a
3aboneBanust [132]. VIMeHHO TmO3TOMY OJHUM W3 KPUTEPUEB OINpeEEICHUS
HEKOHTpoaupyemoro teueHust ATJl, KOTOpwli ObUT BbIOpaH, sIBIsSIETCS O(oOpMIICHHE

OOJBHUYHOIO JINCTA B CBSA3HM C 3a00JICBAHHUEM. HpOHYCKI/I 3aHITHUM B IIKOJE TECHO
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CBSI3aHBl CO CHIJKCHUEM YCIEBAEMOCTH W YBEIMYEHUEM BEPOATHOCTH OTYHUCICHUS
JI0 OKOHYaHMS CpeliHel mKombl [231].
Takum 006pazom, AT/l y MOJpOCTKOB OKa3bIBAET TSAKEIOE MCUXOCOIMATBHOE Opems
B KPaTKOCPOYHOU M JOJITOCPOYHOM IEPCIEKTUBE. PaHHAA M mpaBuibHas AUArHOCTUKA
At]l, a TakKe BBISBICHHE JI€T€M C HEKOHTPOJHUPYEMBIM TEUEHUEM 3a00JIeBaHUS
MPEJOCTAaBUT BO3MOXKHOCThH MMOJI00pa/CMEHBI Tepamnuu, Ojarogapss KOTOPOH MOMXKET

HaCTyIIUTh PCMUCCHS, HpO(l)I/IJIaKTI/Ip}IIOH_IaH HCTAaTUBHBIC ITIOCIICACTBUA 00JIe3HM.

1.3.3. KpanuBHuuna

Bnusinue xponnueckoit kpanuBHuUllbl (XK) nHa KX kpaitHe Benmuko u naxke
CpPaBHUMO C TAaKMMHU 3a00JICBAHUSIMU KaK CPEHETSKEIbIN U TSKeNbIi nicopuas, AT/, BA
U JaXe TsbKellasl uileMudeckasl 00e3Hb cep/iia, Tpedyromas myHtupoBanus [20, 127,
147, 204, 222, 263, 283]. Ilomumo 31oro, XK oka3pIiBaeT 3HAUMMOE BIUSHUE HA YCIIEXU
B IIIKOJIC WJIM Ha paboTe, U aCCOIMUPYETCS C BHICOKUM HCIIOIB30BAaHUEM MEIUIIMHCKHUX
pECYpCcoOB, BBICOKOW CTOMMOCTBIO JICYEHHS W JPYTUMH TMPSAMBIMA M HENPSIMBIMH
pacxonamu ansa ob6mectBa. 3Haunmoe cHmxkeHue KK mamuentoB ¢ XK oOycioBieHo
KIIMHUYECKUMH TPOSIBICHUSIMU (B BUJIE 3YyIAIIUX BoJasipet 1 AQ), KOTOpblE MOTYT
CIIOHTAHHO BO3HUKATh U KCYE3aTh, B TOM YHCJIE HA BUAUMBIX y4acTKax Tena. [1o 1anabm
HCCIIEIOBAaHUS TJI00aabHOTrO OpemeHm Ooje3Hel, mo mokazaremo DALY, kotopeii
OTPa)KaeT TroJbl KU3HH, CKOPPEKTUPOBAHHBIE MO HETPYAOCHOCOOHOCTH, KparuBHUIIA
HaxXOJUTCS Ha MSATOM MECTE, MOCJie TAKMX KOXKHBIX 3a00JIeBaHUN KaK BYJIbIApHOE aKHE,
JEpMaTUT, TICOpUa3 U BUPYCHBIE 3a00J€BaHMs KOXKU. B 3TOM ke uccieqoBaHUM ObLIO
YCTaHOBJIEHO, YTO CaMO€ TsKKoe OpeMs 3a0oJieBaHUsI UMEIOT JAETH B Bo3pacte OT 1 10
9 net cpenu Bcel neauarpuueckor nomyssiuuu [182]. Cpenu Bcex KOXKHBIX Oosie3He
KpanuBHUIIA XapaKTEPU3YyETCS OJHUM HanbOOJee BhIPAKEHHBIX MOKa3aTeNlel CHUKEHUS
KauecTBa JKM3HM: Tak, Oamn mno 1mkaire Dermatology Life Quality Index -
JIEPMATOJIOTUYECKOTO HMHJEKCa KauecTBa KU3HU — Yy OOJIbHBIX S3TOH HO30JOTHEH
Bapbupyetrcs oT 10 10 30 6anioB 1o JaHHBIM Pa3IUYHBIX IEHTPOB JICUCHHS KPAITUBHUIIBI

[22, 136, 137, 156]. Takue 3HaueHus1 paciinppoBLIBAIOTCS KaK «3a00JIeBaHUE OKA3bIBAET
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OYeHb CcuIIbHO/upe3BbiyaiiHoe BiaussHue Ha KOK». OcHOBHBIMH  (akTOpamu,
OTBETCTBEHHBIMU 3a (pu3nueckoe, coluanbHoe U 3MolroHanbHoe Bo3nerictBue XCK Ha
KU3HbB, MPEJICTABIISIIOT COOOM BHE3AMMHO U HEMPEICKa3yeMO MOSBISIONINECS BOJABIPU U
AQO, a Ttakke O4YEHb pa3JpaKaroOlIWi 3y, KOTOPbIA CHUJIBHO BIIMSIET HA COH U B LIEJIIOM
ob1ree cocTosiHue yenoBeka [145, 161, 249].

Muorue nanueHTsl ¢ XK UCHIBITBIBAIOT CUMIITOMBI €KEAHEBHO WJIM Y€pE3 JICHbD,
KOTOpBIE YAaCTO MPOSIBJISIFOTCS BE€YEPOM, B HOYHOE BPEMS WA PAHO yTPOM, HO HX
KOHKPETHOE BpEMsI MOSIBICHUSA, MECTO, JIOKAJU3alUHs U TKECTh MOTYT 3HAYUTEIBHO
U3MEHATHCS JIeHb OTO JHA. COOTBETCTBEHHO, TakWe€ OOJIbHBIE XMBYT B MOCTOSHHOM
0°KMJAHUHU HOBOTO MOSABJIEHUS BOIAbIpeN u AO, B TOM 4YHCIIE CTpaxa yAyllbsi, © MHOTHE
U3 HUX YYBCTBYIOT YTE€PIO KOHTPOJIA HaJl COOCTBEHHOU XU3HbIO [283].

Jpyrue HeraTuBHBIE SMOILIMU BKIIFOYAIOT 3aCTEHYMBOCTh U CMYILUECHHUE, TPYCTh U
pa3zodyapoBaHUe, YCTAIOCTh U Pa3ApaKUTEIbHOCTb, CIA00CTh U OECIIOKOMCTBO. DTO 4acTO
yCyryOisieTcss HEOOIIEHKOW OpemMeHUu OOJIe3HU APYruMHU, B TOM 4YHUCIE JIeYalllUMHU
Bpauamu. XK, B TOM yuciie CrioHTaHHasl, MPUBOAUT K YXY/IIICHUIO CHA U KOTHUTUBHBIX
(GyHKIIUA ¥ OKa3bIBa€T CEPbhE3HOE BIMSHUE Ha COLMAIIbHBIE B3aUMOJCHCTBUS,
MIPOU3BOJIUTENIBHOCTh TPyJa, GYHKIIMOHUPOBAHUE B MOBCEAHEBHOM xu3HU [127, 227,
271, 277, 283].

Ha HekoTopble acleKThl KauecTBa KU3HU y nmanueHToB ¢ XCK BIHSIOT BO3pacT u
M0J, HO OCHOBHBIMU (DaKTOpamMu SIBISIFOTCS COIYTCTBYIOIIME TICUXUATPUUYECKUE
3a00neBaHus, TAaKUE Kak TpeBora u jenpeccus [261, 264, 296].

Jlornuno oxunpars, uto KOK nereit ¢ XK yxynamaercs Tak ke, Kak Uy B3pOCIHbIX, U
OOBIYHO CTpaJacT MOBCEAHEBHAS AESATEILHOCTD, TaKas KaK yCIIE€BAEMOCTh B IIKOJIE, COH
U COIMAIIbHOE B3auMoJAeHcTBHE [22, 282, 314].

KpanuBHuma 4acTto OKa3blBa€T HETATUBHOE BIIMSHHUE HA TMPOU3BOJUTEIBHOCTH
Tpy/Ja NAllMeHTOB W/WUJIM YCIIEBAEMOCTh B IIKOJE, MIPU ATOM YXYJIICHHE HaOII0JaeTcs
Yanie y MaiueHTOB, IPUHUMAIOIIUNX CEJaTUBHbIC AHTUTUCTAMUHHBIE nipenapatsl [205].
HcnaHckoe ucciieqoBaHue Mmokas3ano 0oJiee BBICOKHI YPOBEHb «IUIOXOM YCIIEBAEMOCTH
cpenu nereut, crpanarommx XCK (4,8% mnpotus 1,9%), a 7,4% pneredt mpomycTuiiu

B cpeaHeM 7,5+18,5 ydeOHbIX HHEH HW3-3a KpamuBHUILI B OpenbiayiieM rogay. Kpome
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toro, 3,3% poauTeneil NpUIIIOCH B3SITh BBHIXOJHBIE HA Pa0OTe MU3-32 KPANUBHUIIBI Y UX
pebenka [177].

K coxanenuto, B CpaBHEHUU C TaKUM 3a00j1€BaHieM Kak AT/], B HacTosIIee Bpems
Maji0 MCCJIEAOBAaHUN TMOCBSIIEHO TICUXOJOTMYECKUM TMpodieMaM Yy TalMeHTOB
C KpanuBHHULIEH. B03MOXHO, 3TO CBSI3aHO C €€ MEHBUIEH paciupoCTPaHEHHOCTHIO
B JIETCKOM U IIOJIPOCTKOBOM BO3pacTe.

[To nannubiM S. Hergliner et al. (2011), netu ¢ XCK umenu 3Ha4UTENBHO OoJiee
BBICOKME TIOKa3aTelu JENpecCUd U JUYHOCTHOM TPEBOKHOCTH B CpPaBHEHUH
C KOHTPOJIbHON rpynmnod. B  wu3ywaemoir rpynme 70% mamueHTOB  CTpaaaio
OT MICUXOJIOTHYECKUX PACCTPOMCTB, Yallle BCEr0 BCTPEYAIUCHh COLMO(POOHUs, TPEBOKHOE
paccTpoiCTBO, BBI3BAHHOE PA3IyKOH, U cienuduueckue ¢poduu, B TO BpeMsi KaK B IPYIIIe
3I0POBBIX AE€TEW OT HUX cTpanaiio 26%. UTo mpumedarenbHO, aBTOPHl HE BBISBUJIN
3aBUCUMOCTH MEXy MPOAOJIKUTEIbHOCTbI0 U TSAXKECTbIO 3a00JIeBaHUS M Pa3BUTHUSA
MICUXOJIOTUYECKUX MpoOJieM: Mo BONPOCHUKY aerckoit nenpeccun Kosaka (Children’s
Depression Inventory) r=-0,20, p=0,32 nns pmurtensHoctd; r= 0,31, p=0,12 aus
Tsokectn XCK [22, 221].

S. Karaman et al. (2020) npoBenu uccinegoBanue netreit ¢ XCK, B koTopoe Oblin
BKJIIOUYEHHI 63 (52,3% MyKcKoro nosa) nainuenTta, u 82 (54% My»KCKoro moJjia) naiueHTa
B KOHTpOoJbHYIO Ipyniy. Cpeau aereit, 6oiabHbIX XCK, Oamisl o mkaine aenpeccuu bekxa
(Beck Depression Inventory, BDI) u mo mkane tpeBoxHoctu beka (Beck Anxiety
Inventory, BAI) Haxogwinch Ha MHUHUMaJIbHOM YpoBHE Yy 66,6% u 40% nanueHToB
COOTBETCTBEHHO, TOT/1a KaK B KOHTPOJIbHOU rpynne Oamnsl no mkaine BDI u no mkane
BAI Haxonunucs Ha MUHEMaIbHOM YpoBHE Y 90,6% 1 87,5% ciaydyaeB COOTBETCTBEHHO.
B ocnoBHoil rpynme y 26,9% nanueHToB Ha0m01anack TpeBora u'y 12,6% nainueHToB —
Jienpeccus, Torja Kak B KOHTPOJIbHOUM TpyIne TpeBora Habmoganack B Tpex (3,6%)
clydyasX M HU y OJHOTO W3 HUX He Obuio nenpeccuu. U TpeBora, u gempeccus
BCTPEUANUCh 3HAYUTEIBHO 4alie B rpymnne nanueHtoB (p<0,05). Cpenu mnaiueHTOB
ctapuie 12 et B uccieayemoil rpymnmne cpeauuit 6ann no mkane BAI cocraBun 16,2+12,5
B TpyIIe NalMeHToB U 3,5+2,5 B KOHTPOJIbHOU Tpytiie, a cpeanuit 6amn BDI cocraBun

12,0£9,8 B wuccienyemor rpymmne u 2,4+4,2 B kKoHTposbHOW rpynmne (p<0,05).
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B npoTHBONON0KHOCTh MPUBEEHHBIM BHIIIE TaHHBIM, aBTOPHI OTMEUYAJId 3aBUCUMOCTD
BO3pACTaHUsl TPEBOXHBIX M JIEMPECCUBHBIX CUMIITOMOB C YBEIMYEHHEM BO3pacTa U
JUTUTEILHOCTH 3a00iieBaHus. Takue pa3nuuusi MOTYT OBITh CBSI3aHBI C UCTIOJIb30BAHUEM
Pa3IMYHBIX KA U METOAOB OLEHKHU IICUXOJIOTUYECKOTO 310POBbs [292].

UccnenoBarenn u3 TaiiBaHs npoBenn oOOUIEHAMOHAIBHOE MOIMYISIUOHHOE
UCCIIEIOBAaHUE, B KOTOPOM MPOAHAIM3UPOBAIA PHUCK Pa3BUTHUS JIETIPECCHH TOCIE
YCTaHOBKHM JAMarHo3a kpanuBHULBL. [1o nanueiM u3 6a3pl Taiwan Longitudinal Health
Insurance Database B 310 nccnegoBaHue B Ka4€CTBE MCCIEA0BATENBCKOM IPYIIIbI ObLIN
BKJIIOUEHbl 6 742 moapoctka (B Bo3pacte oT 13 mo 18 ner), koropsie ObuH
TOCIUTAIIM3UPOBAHBl MO IMOBOAY IIEPBOTO NPUCTYIA KpanmuBHULBL, a Takxke 20 226
COOTBETCTBYIOIINX yYaCTHUKOB 0€3 KpalnMBHUIIBI B KAY€CTBE KOHTPOJIHHON TPYMIIBI.
B obmeit cnoxknoctu 63 (0,9%) monpoctka ¢ kpanuBHHUIeH u 61 (0,3%) denoBek u3
KOHTPOJIBHON Trpynnbl 0€3 KpanmuBHUIBI TEPEHECIH BIEPBbIE BO3HUKIIUKN 3MHU30]
JEenpeccuu B TEUYCHUE nepuoAa  HaOIIOJICHUS. CrpatuuuupoBaHHbIHI
MPONOPLMOHANIbHBIN aHan3 Kokca mokasani, 4To o0l Ko3PpGUIIMEHT pUCKA Pa3BUTHUS
JETPEeCcCUur Cpeau MOAPOCTKOB ¢ KpanuBHuileh Obl1 B 1,86 paza (95% AU, 1,25-2,98)
OoJibllle, YeM Yy JUIl KOHTPOJBHON rpynmnbl 0e3 KpanuBHULBL. [Ipu 3TOM mManueHTHI
B Bo3pacte 16—18 et ¢ comyrcTByromeit bA wame ctpamanu aenpeccueit (p < 0,05).
[301].

ITo maHHBIM cUCTeMaTHUYECKOTo aHanu3a, mpoeaeHHoro H. Corniller et al. (2018),
MMOMHUMO TICUXOJOTMYECKUX PACCTPOMCTB y TMAIMEHTOB C KpAalmUBHUIIEH MOTYT
HaOJoaThesl W JIpyrue comyTcTByromue 3aboneBanus [134]. Cpemu 633 nerei,
BOLIEJIIUX B AHAIM3UPYEMYIO MOMYJSAIUI0, ObUIO BBISABICHB TaKue KOMOPOUIHBIC
coctostHus kak aronust (28,1%); moyoKuUTeNbHas KOXHas Mmpoba ¢ ayTOJOTMYHOU
ceiBOpoTkOor  (36,8%); aHOMaMM IMUTOBUIHOW kene3wl (6,4%) u Haauuue
anTuHykieapubix antuten (10,4%); ceposorudeckas pactpocTpaneHHOCTh Helicobacter
pylori (21,1%); Huskuii ypoBenb BuTamuHa D (69,1%). BreisiBnenHas wyacroTa
BcTpeuaemoctu atonuu y aereit ¢ XCK B 1iesioM BhIlie, 4eM B 00I1eH meauaTpudecKoit
NonyJasAnuu. PacnpocTpaHEHHOCTh MATOJNOTUU IUTOBUAHON xkemne3bl y aerert ¢ XCK

OKazajach MEHbIIE, YeM B ONyOJMKOBAaHHBIX HccieqoBaHud y B3pocibix ¢ XCK.



41
BeposTHee Bcero, 3To CBSI3aHO C TEM, YTO ayTOMMMYHHBIE MATOJIOTUU MPEICTABISIOT
c000i1 TIpoIiecc, KOTOPBIM MOXKET MPOSBUTHCS Yepe3 HeCKOIbKO JieT mocie Hadana XCK.
MexaHn3M ayTOMMMYHHUTETA IIATOBUIHOW JKENE3bl, CBSA3AHHOTO C KpalMBHHUILEH,
He siceH. Hannume aHTUTHpEOMAHBIX aHTUTEN HMMyHornoOynuHoB (Ig) G,
NO-BUAMMOMY, SIBJISI€TCS TMoKa3zareneM ayroummyHutera. Y.S. Kim et al. (2017)
nokasaJii  NoBblIeHHBIH puck XCK y  Ooibmodl  B3poCiION  NOMyJsLUU
C ayTOUMMYHHBIMU 3a00JiIeBaHUSAMH IUTOBUIHOMN xkene3bl [208]. HekoTopbie aBTOPHI
npeaaratoT, YToObl AeTH ¢ XK U MON0XKUTENbHBIM PE3yJIbTaTOM MPOOBI ¢ Ay TOJIOTMYHON
CBIBOPOTKOM IPOXOAWIM CKPUHUHI Ha THUPOKCHUH, THPEOTPONHBIM TOPMOH H
aHTuTupeouaHbie antutena [158, 291]. OOnHapykeHHass YacTOTa MOJOKUTEIbHOU
KOKHOM TPOOBI C ayTOCBIBOPOTKOW, aHAJIOTHYHA paHEe OIMyOJIMKOBAHHBIM JIAaHHBIM
y B3pochbix [300]. XoTs koxHas mnpoda HE SBISETCS IUAarHOCTUYECKUM TECTOM,
HEKOTOPBIE aBTOPBI IMIPEAIIONIATAIOT, YTO AETEN C MOJIOKUTEIBHBIM PE3YIBTATOM CIEAYET
HaOJIroAaTh HAa MMPEIMET Pa3BUTHS HOBBIX ayTOMMMYHHBIX 3a0o0yieBanuii [22, 139].
Takum oOpasom, XK y ogereili M TOAPOCTKOB OKa3bIBAET  TSKEIOE
NICUXOCOLMAJIbHOE OpeMsi B KpPAaTKOCPOYHOM M JOJTOCPOYHOM TMEPCIEKTUBE.
CBoeBpeMEHHass ~ NOCTAHOBKA  JWMAarHo3a, a  TAaKKe  BBIABICHHE  JIETEH
C HEKOHTPOJIUPYEMBIM  TEYEHHEM  3a00JIeBaHUSl  NPENOCTABUT  BO3MOYKHOCTh
noa0opa/cMeHbl  Tepanuu, Onarogapsi KOTOPOM MOXET HacTYNHUTh PEMUCCHUS,

npodUIaKTUPYIOIIasi HEraTUBHbBIE MOCIEACTBUS OOJIE3HHU.

1.4. Inarnocruka, nuddepeHnuajbHass JUATHOCTHKA U BeJeHHUe AeTel

B AJUICProJOruua 1 UMMYHOJIOTMHA

Bpounxuaabnas actma. Ha cerogHsHuM I€Hb HU Y KOTO HE BBI3BIBAET COMHEHUSI,
yto BA — rereporeHHoe 3aboyieBaHME KaK 1O (akTopaM pHCKa, TaK U
M0 MATOTE€HETUYECKUM MEXaHU3MaM, MPUBOJAIIUM K OponxuanbHou ooctpykiuu (BO).
B pa3zHble Bo3pacTHbIE MEPUOIBI UMEIOTCS OTINYHUS KIMHUUECKUX ocoOeHHocTel BA, uTo
TaKke YCI0XXHSIET BO3MOKHOCTh CBOEBPEMEHHOMN TMArHOCTUKU 3a0oneBanus [56, 157].

Coxpansiercst 00JBIION TEOPETUUECKUN U MPAKTUUECKUI UHTEpEC K MpobiemMe paHHEen
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nuarHoctuku BA y neteit, 1 0cOOEHHO aKTyanbHOM SBIISIETCS MPOOJIEMa CBOEBPEMEHHOTO
BbIsiBIeHUST BA Ha aMOynaTOpPHO-MOJUKIMHUYECKOM JTare OKa3aHUs MEIUIIUHCKOM
MOMOIIM, TOCKOJIbKY MMEHHO TMeAuaTpbl MOJHUKIMHUK TEPBBIMU CTAJIKHUBAIOTCS
C MalMeHTaMu C 3a00JICBaHUSIMU BEPXHUX M HUXKHUX JbIXaTeIbHbIX myTeu [78].
[lo MHEHMIO psifa aBTOPOB, MO3JHAS JOMArHOCTUKAa DA cBs3aHa ¢ OTCyTCTBUEM
CIEHUAIU3UPOBAHHON TIOMOIIM B OTJAJIEHHBIX palloHaX, HEJOOLIEHKONW TIXKECTU
COCTOSIHMSI BpayoM [IE€PBUYHOTO 3BEHA, HECOONIOJEHWEM CTaHJapTa JIeueHHUs,
OTCYTCTBUEM KOHTpOJISI HaOmrojeHus u oOpazoBanus mnanuenta [10]. K coxanenuto,
Y4aCTKOBBIE TMEIUATPhl PEIKO AUArHOCTUPYIOT bBA, W naMarHo3, Kak MpaBWIIo,
YCTaHaBJIMBAET AJIEPrOJIOT-UMMYHOJIOT UJTU IMTYJIBMOHOJIOT, YTO CYIIIECTBEHHO BIUSET Ha
nporHo3 u ucxon bA [67, 74]. B knuHu4eckoi mpakTuke nuar{o3 bA y nmereit yacto
MOAMEHSIOT TMOHSTUSMU «OOCTPYKTUBHBIN CHHAPOM», «OOCTPYKTHUBHBIA OpOHXUTY,
«aCTMaTUYECKUN KOMIIOHEHT MPU PECIUPATOPHBIX BUPYCHBIX MHPeKuusx» u T. A. [70,
74, 83, 93]. DT0 NPUBOIUT K CYILIECTBEHHON runoauarioctuke bA, ocoOeHHO B paHHEM
Y JOIIKOJBHOM Bo3pacte [93], a Kak y»e HEOJJHOKPATHO OKA3aHO, PAHHSS JUArHOCTHKA
Y CBOEBPEMEHHOE HAYajI0 COOTBETCTBYIOLIEH Tepalliid BO MHOTOM OMPEIEIISIIOT MPOTHO3
3aboneBanus [88, 93, 226, 228]. HecBoeBpemeHHas auarHoctuka BA mpuBOIUT
K MPOJIOJDKEHUI0 KOHTAKTa C MPUYMHHO-3HAUYUMBIMHM — aJlJIepreHaMu, Ha3HAYEHUIO
HeaJIeKBaTHOM Tepanuu U nporpeccupoBanuto bA [14, 43, 49, 56, 65].

TpylIHOCTU B TMArHOCTUKE KAcAIOTCSI B OCHOBHOM OOJIbHBIX C JieTKoU popmoii BA
[8, 49, 87]. Ilo MHEHMIO psAia aBTOPOB, UMEIOIIUECS CTATUCTUYECKUE JAHHBIE B TTOJTHOM
o0beMe HE OTpa)xalrT HCTUHHYIO KAapTUHY paclpOCTPAHEHHOCTH aJJIEPrUYECKUX
3a007€BaHNH, TaK KaK YUYUTHIBAIOT B OCHOBHOM UX CPEJIHETSDKENbIE U TsHKENble (hOPMBI
[49]. B.B. MemepskoeiM, E.FO. Mapenko (2007, 2009, 2011, 2012) npoBeneHa
AKCHEPTU3a aMOYJIATOPHBIX KapT, aHKeTUpoBaHue poauteneit gereit ¢ BA r. FOropcka u
UX KIMHu4Yeckoe oOcnenoBanue. [1o3nHss nuarHocTuka 3a0oieBaHus ObLIa BBISIBIICHA
B 95,7% cnywaeB, CpeOHHMII CpOK 3ala3[blBaHUs JUarHo3a COCTaBWI 3 roja.
VYcTaHoBieHa BO3pacTHAsI JMHAMUKa CMMOITOMOB BA y nereii: 1e010T B BUJ€ MOBTOPHBIX
AMHU30/I0B OOCTPYKTUBHOTO OpPOHXHTA, Jajee — MOSIBIEHWE BTOPUYHON OpOHXHAIBHOM

TUIIEPPEAKTUBHOCTH, 3aT€M  CBSI3b  PECIUPATOPHBIX CUMITOMOB  C I€MCTBUEM



43

amiepreHoB. [Ipeaukropamu BA y neteit sBuInCh: HeOIaronpuaTHas HaCJIeICTBEHHOCTD
no aronud U bA, AT/l Ha mepBOM roay XKU3HHU, COXPAHEHUE MPOSBICHUN JepMaTUTa
crapumie | roja, yactoTa pelUUIUBOB OOCTPYKTUBHOrO OpoHxuTa Oojee 3 pa3 B roj.
Pazpaborana GamibHast olleHKa NporHo3a bA y geTell paHHero Bo3pacTa ¢ peluanBaMu
OOCTPYKTUBHOT'O OpPOHXWUTA W aITOPUTM NEPBUYHOM AMArHocTMKU BA B ycrnoBusx
JETCKOM TMOJUKIMHUKA. MeTOJ0M KOHKOPJAIUM YCTAHOBJIEHA «COTJIACOBAHHOCTHY
MOCIIEIOBATENBRHOCTH NOSIBIIEHUS cUMNTOMOB BA [43, 47, 48].

[lo3nusisi nuarnoctuka BA y nereid, BO3MOXHO, 00YCIIOBJIEHa HEJOCTAaTOUHBIM
YPOBHEM TEOPETUYECKUX 3HAHUW  YUYaCTKOBBIX IMEAMATPOB O COBPEMEHHBIX
ne4eOHO-TMarHOCTUYECKUX oAXoaax mpu 3Tom 3aboneBanuu. M.K. Epmakosoit (2017)
ObLT TIPOBEJEH aHalu3 JAMArHOCTHUYECKUX NOAXOA0B Npu BA B MOJUKIMHUYECKOU
cinyx0e [28]. YcTaHOBIEHO, UTO YPOBEHb 3HAHUI MeAUATPOB 10 BorpocaM bA coctaBui
muib 45,4%, 4TO CBUAETENBCTBYET O HEIOCTATOYHOW TEOPETUYECKOM MOATOTOBKE
CIICLIMAJIMCTOB NEPBUYHOTO 3BE€HA MO AaHHOW Ho3onoruu [49, 83]. OueBuAHO, UTO 1A
ONTUMU3AIMHA CBOEBPEMEHHOM JUArHOCTUKU BA B MepBUYHOM 3BEHE 3/IPAaBOOXPAHEHUS
CleAyeT B MEPBYIO Ouepe/b MOBBINIATh TEOPETUUECKUN YPOBEHb 3HAHUN YUaCTKOBBIX
neauatpos [43, 48, 93].

Pemarormum  ayist nuarHo3a BA - siBisieTcsi OpOHXOOOCTPYKTUBHBINM CUHAPOM
B anamHe3e. [lomo3penne Ha BA Bo3HHMKaeT NpU yKa3aHUM Ha YacTble OPOHXUTHI,
O0COOEHHO MPU HAMYUU AJUIEPTUYECKUX MPOSBICHUN Y peOCHKA U €ro POJICTBEHHUKOB;
4yacThle OCTphie pecniupaTopHbie BupycHble uHdpekiuu (OPBU) Ha dhone HOpManbHOM
TeMmneparypsl; cBa3b OpoHxutoB U OPBU ¢ koHTakTOM ¢ amiepreHaMmu; NPUCTYIIOB
Kalllis, OJBIIIKY MPU (PU3UUECKON HArpy3Ke, BO30YKJACHUHU, TUIIEPBEHTUIISAIIUN, PE3KOU
CMEHE TEeMIIepaTyphl OKPY KAIOIIETO BO3/yXa; YHIOPHBIA Kalllellb, OCOOCHHO HOYHOM;
CE30HHOCTh PECMUPATOPHON CHUMMOTOMATUKH; MEPUOJUYECKH BO3HUKAIOIIEE YYBCTBO
cnasiieHus B rpyau [11, 43, 49, 56].

AHaJIi3 TPOBEJECHHBIX OTEUECTBEHHBIX M 3apyOEKHBIX HCCIIEIOBAHUI TMOKa3al,
YTO  pa3pabaThIBAIOTCS  pa3IMYHbIE AacHeKThl MNpoOJeMbl  TUAarHOCTUKU  BA.
A.A. boponunoit u coaBT. (2010) mpoBemeHo wucclenoOBaHHE OCOOCHHOCTEH

MEIUIMHCKOr0 HaOmoAeHus 3a nAeTbMu ¢ bBA Ha amOynaTtopHoMm 3tane B MpkyTckoi
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obnactu. bwuto ycraHoBiIeHO, uTO A0 Bepudukanuu auarHo3a BA wyacTe nerei
HaxoJWIach MOJ HAOMIOJCHUEM C JUArHO30M PEIUIUBHUPYIONIETO OOCTPYKTHUBHOIO
Oponxuta. Cpok MEX]ly MOSIBIICHHUEM MEPBBIX CUMITOMOB U MOCTAHOBKOM MuarHo3a bA
coctaBui 0—11 net, B cpennem 2,1+1,3 rona. Tonbko y 66% nereit ¢ BA nuarnos 0wl
YCTaHOBJICH B TEUEHHE MEPBOTO I'0/1a MOCIIE MOSBICHUS CUMIITOMOB; a Y 9% MpaBUIIbHBIM
JMAarHo3 YCTAHABIWBAJICS JUIIbL uepe3 S5 u Oonee uer. llomyueHHble HaHHBIE
CBUJETENBbCTBYIOT 00 ommMOKax HaOmoneHus 3a aetbMu ¢ BA Ha (oHe HHU3KOH
00eCcrie4YeHHOCTH BpauyeOHBIMU KaJpamMu, HE3HAaHUEM MeAuaTpaMu COBPEMEHHBIX
MoJIX010B Kk nuarnoctuke bA [10].

HecmoTps Ha TO, 4YTO B HACTOAIIEE BpEeMs HE CYIIECTBYET BaJUIHBIX
JMAarHOCTUYECKUX KPUTEPUEB Il YCTAaHOBJIEHUs AuarHo3a bA y Jnereil paHHero
BO3pacTa, OTEUECTBEHHbIC M 3apyOEKHBbIE aBTOPHI MPEHJIaraloT paHHUE OOJbIINE U
Manble (akTopsl pucka BA, coueraHume KOTOPBIX oOmpeaensieT puck (HopMUPOBAHUS
3aboneBanus y pereit [35, 56, 211, 255].

Jnsa nmmarHoctukm bA y gmered OO0 5 Je€T MCHONB3YIOT KIMHUYECKHU
BEPOSTHOCTHBIN MOJIXO/I, OCHOBaHHBIN Ha OLIEHKE KJIMHUYECKOW KapTUHBI, CEMEHHOTO U
JUYHOTO  QJJIEPrOJIOTMYECKOTO  aHaMHE3a;  MOJATBEPXKICHUM  CEHCUOWIM3ALUU
K 9K30T€HHBIM HEUH(PEKITMOHHBIM ajiepre’Ham, s pexkTuBHOCTH
npotuBoBocnanurenbHon tepanuu [11]. Ilo muenuro C.G. Kwong u L.B. Bacharier
(2019), mposiBneHHHsI OpPOHXOOOCTPYKTMBHOTO CHUHAPOMAa Y  JIOLIKOJbHHUKOB
rE€TEPOTreHHbIE U TPEOYIOT (PEHOTUMIHUPOBAHMS MJII TAPreTHOW MPO(UIAKTUKU ACTMBI
[219].

B cBow ouepenb, y JeTed MOUIKOJIBHOTO BO3pacTa, y KOTOPBIX OTMEUYEHBI
AMU30/IMUECKUE, TSKEIbIE MPOSBICHUS OPOHXO0OCTPYKITUH, AJIsI KyTUPOBAHUS KOTOPBIX
norpedboBasach ~ rOCHUTAIU3alUs,  HMMEETCAd  BBICOKMM  PHUCK  pean3aluu
nepcuctupyromeit actmel kK 5—10 rogam. [Toatomy y 3TOil BO3paCTHOW KaTerOpyu AETEN
HY’KHO HauOoJee TIIATeIbHO MOHUTOPUPOBATh KIMHUYECKHME U aHAMHETHYECKHE
JAHHBIE C LIEJIbI0 CBOEBPEMEHHOM THMAarHOCTUKU BA M paHHEro Ha3HAYEHHS a/I€KBAaTHOU

Tepanuu [16].
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Jlns moctaHoBKM auarHo3a bA Oonbiioe 3HaueHHE UMEET aHallu3 OCOOCHHOCTEHM
TEUEHHUsI TEUCHHS 3a00JIEBAaHUI BEPXHUX U HIDKHUX JIbIXaTENbHBIX TyTel y pedenka. bO,
BO3HUKAIOIAsA Yy JETell JOIIKOJIBHOTO Bo3pacTta Ha (OHE OCTpPOil pecrnupaToOpHOM
uH(peKIn (OPN), XapaKTePU3yeTcs BBICOKOM pacnupoCTPaHEHHOCTHIO,
FE€TEPOTCHHOCThIO KJIMHUYECKUX TMPOSBICHUM, TpYyAHOCTAMHU Ju(depeHInaIbHOMN
JUAarHOCTUKH W CKJIOHHOCTBIO K peuuauBupoBaHuio [70]. PexyppeHTHOE TeueHue
OCTPBIX PECIUPATOPHBIX 3a00JIEBaHU, OPOHXUTHI C OPOXOOOCTPYKTUBHBIM CUHIPOMOM,
MYJIbTUTPUTEPHBIE XPUIBI, BO3HHUKAIOIIME Ha (QOHE HOPMOTEPMUU, IOJKHBI
HacToOpakuBaTh B oTHoLIeHUH bA [11, 44, 45, 56].

BwmecTte ¢ TeM, 10 MHEHMIO BEIyUIUX SKCIEPTOB MEIUATPUU, YV JAETEH paHHEro
BO3pacTa yalie, 4eM y JeTel 0oJiee cTpaliero Bo3pacra, HoBTopsitoiuecs 3mnu3o0asl bO
B KOHEYHOM UTOTe HE peanusytorcs B bA [56, 70, 73].

B To e Bpems yacTble MH(EKIMU BEPXHUX JbIXaTEIbHBIX MyTEH MNPUBOIAT
K JOPMHUPOBAHUIO BTOPUYHOM OpOHXMANBHOW THUNEPPEAKTUBHOCTH, KOTOpas MpH
HaJW4YuW  QJJIEPTUYECKOM  MPEepaclookKeHHOCTH Yy  pebdeHka  peanusyercs
B aJUIEPTUUECKOE BOCHAJICHUE HIKHUX JbIXaTENbHBIX MyTeil [56]. DTOT (QakTt mmeeT
0OJIbIlIOE 3HAYEHHE B XOJI€ MOCTAHOBKH JUArHo3a, OCOOEHHO B Ciydyae MOSIBICHUS
aCTMAroJJOOHBIX CHUMMOTOMOB (CyXOro MNPUCTYNOOOPA3HOIO Kaluls, 3aTPpyAHEHHOIO
JBIXaHUS, JUCTAHTHBIX XPHUIIOB, CBUCTSAIIETO JIbIXaHUs) IMOCJIE BO3JIEUCTBUU TaKUX
TPUTEPOB, KaK MCUXO-3MOILUOHAIBHBIA CTpecc, (hu3nyeckas Harpy3ka, CMeHa IMOro/ibl,
KOHTAKT C XOJOJHBIM BO3yXOM. YKa3aHHbI€ CHUMITOMBI, BO3HHUKAIOIINE BHE3ATHO
Ha ()oHEe HOPMOTEPMHUH, OTCYTCTBUSI UHTOKCUKAIUU U Oe3 mposisnenuit OPU, nomxHb
CTaTh JOMOJHUTEIbHBIM IPU3HAKOM JJIsl paCCMOTpeHUs Auarno3a bA [8, 56, 91].

[Ipu 5TOM HMeEET MECTO KaK TMIOJUAarHOCTHKA, TaK M TUNEepAuarHoctuka bA.
BpouxooOcTpykuust y nerel — 3TO CUMITOMOKOMILIEKC, OTPaKarolUUid HapyllleHHE
MPOXOJUMOCTA OpPOHXOB (DYHKIIMOHATBHOTO WM OPraHUYECKOrO0 MPOUCXOKIACHUS U
HE SIBJISTIOIIUANCSA CaMOCTOSITEIbHOM HO30JIOTUYECKON eMUHUIIEH. B KaX10M KOHKPETHOM
clydyae JOJDKHA ObITh ycTaHOBIeHa mnpuuuHa BO u peiien Bompoc 00 OCHOBHOM
3aboneBanuu. Puck pazsutuss bO na ¢done OPU y nereld mOMIKOABHOrO BO3pacta

oOycnoBiaeH  psaaoM  gakTopoB:  MOP(POPYHKIHOHAIBHBIMU  OCOOEHHOCTSIMU
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JIIXaTEJIbHOU CUCTEMbI; 0COOCHHOCTSIMU UMMYHHOM CUCTEMBI (0oJiee MO3IHsISI U MEHEee
BbIpaKEHHAasI MPOIYKIHS CIIeNU(PUUECKUX aHTUTEN, CHUKEHHBIA CUHTE3 CEKPETOPHOIO
Ig A u npyrux Hecneruduueckux (HaKTOPOB 3aAMUTHI CIU3UCTHIX 000I0YEK (JIM30IUM U
T. 11.), YTO TIPUBOJUT K 00jiee BBICOKON MO CPAaBHEHHIO C JAETbMH CTapIero Bo3pacra
BocrpuumunBoctd Kk OPH); runeppeaktuBHOCThIO OponxoB [70]. B pabote
JI.B. CokomnoBoii (2001) ommbku B nuarnoctuke BA y neteit BctpeuaroTcst 6ojiee uem
B 60% ciTy4aeB U CBSI3aHBI C TEM, UTO HE YUUTBIBAIOTCS XapaKTEPHBIE JJIs aJUIEPTUUYECKUX
3a007€BaHUN  aHAMHECTHUYECKHUE  CBEJCHHS,  YKa3aHUsi  HAa  OTSTOUIEHHYIO
HACIIEJICTBEHHOCTh, HA UMEBIIUECS Y peOeHKa MPOSBICHUS JIEKAPCTBEHHOMN U MUILIEBOM
ajiepruv, He OepyTcs BO BHHUMaHUE OCOOCHHOCTH TedeHUs OOJe3HH, B YAaCTHOCTHU
BBIPDAXKEHHBIH  OPOHXOOOCTPYKTUBHBIM CHUHAPOM, KYHNUPYIOUIUNUCS C TOMOINIBIO
OpOHXOJIMTUYECKUX TMpenapaToB. Ha ocHOBaHMM TPOBEAEHHBIX HCCIENOBaHUN OblLiia
CO3/laHa KOMIIBIOTEpHasi JKCIEpTHash CcuUcTemMa JAUarHocTuku bBA, mo3Bosstomas
muddepenumpoBatb BA ¢ qpyrumu 3aboseBanusamu [83].

C.C.M. de Jong et al. (2019) 6bu10 mpoBeaeHO oOcCienoBaHue nereit 6-16 ner,
HaxoauBmuxcsa B kiaumHuKe B 2007 romy mo moBoay smnu3040B bO uyepe3 7 ner u
YCTaHOBJICHO, YTO CBUCTSIIME XPUIIBI B aHAMHE3€, BbI3BaHHbIE (PU3MUECKON HATrpy3KOi,
KOHTAKTOM C JIOMAIIIHUMHU >KUBOTHBIMU U MBUIBLIONW, OBUIM BAXKHBIMH MPEIUKTOPAMHU
MEPCUCTUPOBAHUS CBUCTAIIUX XPHUIIOB B TMOJPOCTKOBOM Bo3pacte. Hu onun wus
KIIMHUYECKUX TECTOB HE ObUl 0o0jiee CHJIBHBIM MPEIUKTOPOM, YEM OIHUCAHHBIC
cuMntoMbl. KilMHMYECKHE TECThl MOTYT OBITh Ba)KHbI B JUArHOCTUKE 3a00JieBaHUS,
HO aHAMHE3 Topa3fo Ba)KHEEe B NPOrHo3upoBaHuu bA y nmereit u3 rpynnel pucka [157].
C.L. Yang et al. (2017) 6buta uzyuena auarsoctuka bA y 203 nereit 9-12 net. V 45%
netei ObLla BbIABJIEHA TUIepAUarHocTuka 3abosneBanusi, y 10% — rumnoguarHocTuka
[233].

CnemyeT  OTMETUTh, UYTO  MOJCIUMPOBAHUIO TPOTHO3a U HU3YUYECHUIO
mudpepeHnanbHO-IMarHOCTUYECKUX KpuTepueB BA U OOCTpYKTHBHOrO OpOHXHTA
y JAeTel paHHEro Bo3pacTa MOCBAIIEHO 00JIbIIIOE KOJUYECTBO uccienoBanuii [19, 25, 50,
71]. C nomMonipl0 CrielraibHbIX MAaTE€MaTHYECKHX MPUEMOB OIPEIECICHBI MMOKA3aTEeNu,

HEOOXOJMMbIE 1Ji1  BBISBIECHUS (OPMBI  IPEAPACHONIOKEHHOCTH M pacuera
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WHJIMBUAYAJIBHOTO prcKa MaHu(ecTauu win nporpeccupoBanus bA y nereit. Cpennue
U BBICOKHE 3HAYEHUs PUCKA IMO3BOJISIIOT BBISBUTH TPYIIY PUCKA JAETEH B OTHOILICHUH
pa3Butus BA, TpeOyronlyro HaOMOACHUS U aKTUBHOU MEepBUYHOM npodunakTtuku BA.
OOcyxmaeTcss Takxe nOpoOreMa AMArHOCTUKKM M HaOJIOJIeHHs 3a JeTbMH ¢ bBA
Ha amOynaTopHowm atamne [30, 97, 130, 224].

Huarnoctuka BA y neteit 6a3upyeTcss Ha OCHOBaHUU OLICHKH JAHHBIX aHAMHE3a,
Xan00 U KIMHUYECKUX CUMIITOMOB, a TaKXKe JaHHBIX JOMOJHUTEIbHBIX UCCIETOBAHUM
[18, 35, 56].

Knuandecku B nepuoa oO0OCTpeHUs Yy peOeHKa Ompenensercss Cyxou
MPUCTYNOOOpa3HBIN Kalllellb, SKCIUpATOpHAs OAbIKa, TU(Py3HbIE CyXUe CBUCTSIINE
XpUIbI, YCUJIMBAIOIIMECS Ha BBIJOXE, MHOTJA B COUYETAHHH C Pa3HOKATHUOEPHBIMU
BJIQXKHBIMU XpUIIAMU B JIETKUX, B3AyTHE TPYIAHON KIETKHU, KOPOOOUYHBIM OTTEHOK
MEpKyTOPHOTO 3BYyKa [8, 18, 35, 56, 73].

OKBHUBaJIECHTAMU MPUCTYNa MOTYT BBICTYNATh TAKUE€ CHUMITOMBI, KaK SMU30]bl
3aTPYJHEHHOT'O CBUCTSAILETO JIbIXaHUA C yIJIMHEHHBIM BbIIOXOM (Wheezing) [8, 53, 56,
89]. CuMnToMbl MOTYT YCHIIMBAaThCS HOYBKD WM B NOpeAyTpeHHHE 4achkl. OmHAKO
JIOCTATOYHO YacTO, OCOOCHHO B JETCKOM MPAKTUKE, BCTPEUAIOTCS CIIyyad aTUIIUYHBIX
nposiBieHnii BA, OCHOBHBIM W3 KOTOPBIX SBIISIETCS YIOPHBIM Kamienb. OleHuBas
HEKOTOPBIE XapaKTEPUCTUKU Kalulsl, MeAUaTpbl MOTYT ONPEACIHUTH JOKATU3AIUI0 U
4acTo XapakTep 3a00JieBaHUsI, KOTOPOE €ro BhI3bIBAET. Tak, MPUCTYOOoOpa3HbIi Kalllenb,
CONPOBOXKIAIOIIUICS penpu3aMu, XapaKTepeH IJisi KOKIIOIIA; MPU CTEHO3€ TIaBHOIO
OpoHXa W Tpaxeu WU HUHOPOJHOM TeJie TMOSBISETCS OUTOHAJIBHBIA Kalledb; CyXOu
MPUCTYNOOOpa3HBIM M Kallelb C TPYJHOOTAEIIEMOM MOKPOTOM MOXKET ObITh Mpu
MYKOBHCIIH103€, OpoHx03kTa3zax u npu bA [23, 80]. «KamnuieBoit Bapuant» BA ocobeHHO
CIOKEH HJii JIMarHOCTUKHU, TOCKOJbKY TMPOSBISIETCS JUIIb KaluieM Ha (oHe
OpOHXHMaNbHOW THUIEPPEAKTUBHOCTU, OJIbIIIKA HE XapakrtepHa. [lpu crnupomerpun
HapyuieHus: GyHkiuu BHelHero Apixanus (OBJ]) He BBISBIAIOTCSA, TaK KAK OTCYTCTBYET
OponxooOcTpykuus [56, 214].

HecmoTpss Ha TO, 4TO B HACTOAIIEE BPEMs HE CYIIECTBYET BAJIMAHBIX U

JUAarHOCTUYECKUX KPUTEPUEB JUIsl YCTAHOBJICHMS AuarHo3a bA y gereid paHHEro
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BO3pacTa, OTEUECTBEHHbIE M 3apyOEKHBbIE ABTOPHI MPEHJIaraloT paHHUE OOJbIINE U
Manbele (aktopsl pucka BA, coyeTaHHe KOTOPHIX C HEKOTOPOH BEPOSITHOCTHIO
omnpenenseT puck hopmupoBaHus 3a0osneBanus y aereu [35, 56, 211, 255].

B MexnyHapoAaHBIX COTJIACUTENIbHBIX JOKYMEHTAX MpeasiaraeTcs UCIOIb30BaHUE
MPEIUKTUBHOIO HHAEKca Mo pa3BuTuio acTMbl (Asthma Predictive Index, API),
pa3paboTaHHOrO B AMepuKaHCKOM akagemun neauatpuu [99, 108, 122, 313].

VY nereit paHHero Bo3pacta, UMEBIIUX 3 U 00Ji€e SMU30/I0B CBUCTAIINX XPHUIIOB,
CBSI3aHHBIX C JIECTBUEM TPUTTEPOB, Ipu Hanmuuu AT/l u/unu AP, 303uHOPUINN B KPOBU
ciexyer mogo3peBatb bBA, mnpoBoauth oOcieaoBanue u - AuddepeHInanbHyIo
IUarHoCTuKy [53, 56, 74].

Takke OblIa TpemsioxkeHa MeToAuKa pacuera MoaudunupoBanHoro APl nns
orieHKH pucka popmupoBanus bA y pebenka k 11 rogam [89, 250].

[lo JaHHBIM OTEYECTBEHHBIX YUEHBIX HAYaJO KIMHUYECKHUX MPOSBICHUM cTapiie
1 roga, pa3BUTHE SKCIUPATOPHOU ONbIIKU ¢ TiepBoro aHs OPU, oTuetnuBeiil s ekt
OT OPOHXOJUTUYECKOMN Tepauu CBUETEILCTBYET B 1OJIL3Yy BA [49, 56].

OpnHako, MPaKTUYECKH HU OJMH U3 3THX MOKa3aTelied B OTACIbHOCTH HE MOXKET
CIIY>KUTh JOCTATOYHO JOCTOBEPHBIM Kputepuem auddepeHnanbHOl AUAarHOCTUKH
¢ o0ctpykTuBHBIM OponxutoM u BA [11, 56, 65].

B naOntomeHuun 3a mNalMEeHTaMu C TOATBEPXKICHHBIM Juar€Ho3oM bBA  yxke
MPUMEHSAIOTCS  pa3paboTkh B 001acTH HMHGOPMAIIMOHHBIX TEXHOJIOTHH W A
JUArHOCTUKH, M JUIi MOHUTOPUHTA COCTOSIHUSI B3POCIHBIX TMAIUEHTOB, OIEHKH
3 PEeKTUBHOCTU JICUCHUSI U MPUBEPKEHHOCTU K Tepanuu. Tak, B.H. AMOpocuMoBbIM
1 coanT. (2011) mpeasioxkeH METO A IEKTPOHHON ayCKyJIbTallMU JJIsi MOHUTOPUHTA MPH
BA [51].

E.A. Xy3unoit (2010, 2014) nna ynaneHHoro MoHUTOpuHTra bBA y nereit
pa3zpaboTaH MeToJ1 ¢ ucnoias3oBanueM WAP-cBsi3u u moOunbHoro Tenedona [33, 40, 73].
J.W. Dexheimer et al. (2013) npemIoXu1 HCMOJb30BaHNE AICKTPOHHBIX JHEBHHUKOB
¢ uH()OPMUPOBAHUEM O MPOBOJUMOMN TEpanuu, UHIUBUAYAIbHbIE MPOTPAMMBbI BEACHUS
BA [107]. C.A. 3anpsaraeB u coaBT. (2007) npennoXwin CUCTEMY AUCTAHIIMOHHOTO

nHpopMHUpoOBaHUsT Bpada O cocTosiHMM mnanueHnta [31]. Pa3pabaTbiBaroTCs CHUCTEMBI
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nojaepkku BpaueOHbIx perenuid [96]. Ilo muenuto H.Y. Seol et al. (2019), Benenue
ANEKTPOHHON MEAUIIMHCKON JOKYMEHTAIIMU MOMOKET B CBOEBPEMEHHOM JUArHOCTHUKE
BA y nereii [159].

OcHOBHO 11ebI0 Tepanuu BA gBisieTcs AOCTHXKEHUE U MOAACpKaHUE KOHTPOJIS
HaJl KIMHUYECKUMU MPOSBICHUSIMHU 3a00JieBaHUsl. B 3aBUCMMOCTH OT TEKYIIEro YPOBHS
KOHTPOJISl Ha3HAYAETCA CTyNeH4aTas Tepamnus (mpu HeoOXOAMMOCTH B PEKUME Step-up);
B MpOLIeCCE JCUEHUS MPOBOJATCS MOCTOSTHHAS OIIEHKA U KOPPEKIIUS Tepari Ha OCHOBE
n3MeHeHn ypoBHs koHTposs BA [1, 5, 17, 56, 76, 82, 95, 107]. B nHacrosiee Bpems
pa3pab0OTaHO HECKOIBKO MHCTPYMEHTOB JJii MHTETPAIBHON OIEHKH YPOBHS KOHTPOJIS
HaJ BA, oHUM U3 KOTOpBIX sIBIsAETCS TecT no kKoHTpoito Haa BA y nereit (Childhood
Asthma Control Test) — BONpPOCHUK, MO3BOJISIONIMNA Bpady U MAIlUEHTy (POAMTEINIO)
OBICTPO OLICHUTH BBHIPAXKEHHOCTH MposiBIeHU BA 1 moTpeOHOCTh B yBeIMUEHUH 00heMa
tepanuu [10, 56, 115, 174].

VYpoBeHnb koHTpoJisi BA oTpakaeT OTBET Ha MPOBOAMMYIO TEPANMIO U JOJIKEH
MEPUOANYECKA TEepecMaTPUBAThCS, TakKXKe JIOJDKHA TIPOBOJMUTHLCS OIEHKA PpHCKa
B Oyaymiem [53, 56, 211, 236]. Tak, B mepuoj MaHIeMHUU, OJHUM U3 (PAKTOPOB pUCKA
Tspkenoro  teueHus COVID-19 y  nereit, sABnsimach HEKOHTpoiwpyemas bBA.
[lo pe3ynpTaTaM MPOBEIEHHOTO HAaMU HUCCIENOBaHMS, B TpyIle JeTed ¢
KOHTponupyemoit BA paznuuHoit ctenenu TsxecTd (Ha pOHE MOCTOSHHO MPOBOJIUMOM
0a3MCHOM Tepanuu BHICOKOW MPUBEPKEHHOCTH) BO BpeMs MaHAEMUU HE HU3MEHWIOCH
KOJIMYECTBO CUMIITOMOB M YHCJIO TOCTIUTAIIU3ALINI ¢ 000CTpEeHHEM acTMBI [68].

HdetsaMm ¢ Tsokenod acTMOM TpeOyeTcsi KOMIUIEKCHBIM MOJIXO0Jd, PacCMOTPEHHUE
aJTbTEPHATUBHBIX JIMAaTHO30B UM KOMOPOUIHBIX COCTOSIHUM, KOHTPOJS KOMIUIa€HCa U
(hakTOpPOB OKPYKAIOIIEH Cpeibl, a TAK)KE MOCTOSHHBIM MOHUTOPUHT 3a00eBanus [225].

Takum oOpa3oM, mnpoOjeMa CBOEBPEMEHHON TMEPBUYHOM JUATHOCTUKH U
JadbHEUIIEero TMHAMUYECKOTO HAOIIOJIEHUS C ONPEEIICHUEM YPOBHS KOHTPOJIS y JIeTel
¢ BA ocraercs akTyalbHOW W Ha CErOAHAIIHUN JeHb. JIuTepaTypHble JaHHbBIC
CBUJIETEIILCTBYIOT O HEOOXOAMMOCTH JajbHEHIIEro M3y4eHHUsl BOIpOca M TMOUCKA
() PEeKTUBHBIX METOJIOB CBOEBPEMEHHOM TMArHOCTUKHU U MIOCTOSSHHOTO MOHUTOpUHTa BA

y I[CTeP’I, OPHUCHTUPOBAHHLIX, TIIPCKIAC BCCro, Ha HCIOJIb30BAHUEC B YCIOBHAX
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aMOyJIaTOPHO-MIOJIMKJIMHUYECKOTO  3Tana ¢  HKCIOJb30BaHUEM HHQPOPMAIMOHHBIX
TEXHOJIOTUH.

ATonM4YecKuu aepMaTuT. [ mocTaHOBKU auarHo3a AT/l OCHOBHBIM SIBJISETCA
MPOBEJICHNE BHU3YaJIbHOIO OCMOTpPa KOXHBIX IIOKPOBOB TMAalM€HTa HA MPEAMET
crieu(pUYECKUX BHEITHUX CUMIITOMOB: MOKPACHEHUSI M OTE€Ka KOXHU, KPACHBIX MSATEH
C PacIUIBIBUATBIMU TPAHULIAMH, 3PO3UKA B PE3YyJIbTATE PACYECoOB, KOTOPHIE MOTYT
CONPOBOXKJIATbCSI MOKHYTHEM, JuxeHudukanue. KoxHble CUMIOTOMBI MOTYT OBITh
pa3HOOOpa3HBIMH M BBI3BIBATh CJIOKHOCTH MPHU TMOCTaHOBKE auartHo3a. OCHOBHBIM
cumMntToMoM AT/l, mOMHMO TIPOSIBIICHUA Ha KOXE€, SBIAETCA 3Yyd, 3HAYUTEIBHO
YXYALIAKOMMNN Ka4eCTBO KU3HMU.

B ocHoBe pasButua AT/l JEKUT TEeHETHUECKAs MNPEAPACIONOKEHHOCTh K A3,
T2-onocpegoBaHHBI UMMYHHBIM OTBET, MyTallMU TeHa (UIAarTpUHa U JIPYyTUX OEIKOB,
HapylieHue (yHKUuMU snuaepMaibHoro Oapsepa [171]. Kpome TOro, OTATOIIEHHBIM
ceMeHbI aHaMHe3 0 A3 sBIseTCS BaXXHBIM (PaKTOpOM pucka pa3BuTust At/l.

ATt]] yacTO acCOMUPOBAH C MPOSBICHUAMU pecniupaTopHou aiuieprun — AP u BA.
Puck pa3ButHusi naHHBIX 3a00JIeBaHUM y MAIIMEHTOB, cTpaaarouux AT/l, Mo pa3HbIM
naHHbIM, coctaBisieT 30—-80%; 60% nereit ¢ AT/l umerot puck paszsutusa bA, a 30-40%
3aboneBarot BA [123, 272].

JlaHHasi cTaTUCTUMKAa MOJYEPKUBAET HEOOXOIUMOCTH OOCIEIOBAHUSI U BEJCHUS
TAKAX MNAlAEHTOB Yy Bpayer-aJUIeproyioroB, KOTOPhIE MMEIT BO3MOKHOCTh MPOBECTH
KOMIIJIEKCHOE aJuIeproo0cyeIoBaHre MalMeHTa W Ha3HAuyuTh d(PHEKTUBHOE JICUCHUE.
BaxkHO OTMETHUTH, UTO PHUCK Pa3BUTHUS COMYTCTBYIOIIMX aJJIEPTHUUECKUX 3a00JI€BaHUI
Bo3pacTaeT Impu Oojee TshkenmoM TedeHun AtT/l. YV kaxmgoro Broporo manueHTta ¢ At/]
cpeaHeTskenas wiau Tsokenas ¢opma [128]. B uccnepoBanusax mokaszano, uto y 20%
JIETed CO CpemHeTsKeNbIM TeueHneM My 60% ¢ TsoKenblM TEYEHHEM MOTYT
npucoequHsATbCs cumMnToMbl BA u AP [197]. HaGmionenue y amineproiora mo3BOJIsSET
CBOEBPEMEHHO BBISBIIATH BO3MOXKHbBIE OCJIOKHEHHS 3a00J€BaHMs U MPEAOTBPAIIATh UX
pa3BUTHE.

CornacHO TPOEKTYy KIMHUYECKHX pekoMmeHgauuii no At/[ 2023 rona,

pa3paboTaHHOMY COBMeCTHO Poccuiickoil accoruainuen anjaeprojioroB U KIMHUYECKUX
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uMMmyHosoroB, Coro3om nenuarpoB Poccunm u  HanuoHanbHBIM — adbSHCOM
JI€PMATOBEHEPOJIOTOB U KOCMETOJIOT0B, HEOOXOAUM MYJIbTHAUCIUIIIMHAPHBIN MOIXO0/
K IMAaTHOCTUKE M TEpanuu MaIllMeHTOB C KIMHUYECKUMHU Mpu3Hakamu AT/l ¢ 1embio
YCTaHOBJICHUSI TUArHO3a U JIOCTUKEHUS LIeJiel Tepanuu ¢ 00s13aTelIbHBIM MTPOBEIECHUEM
MEPBUYHBIX U MTOBTOPHBIX KOHCYJIbTAIIMI Bpaya aJuIeprojora-uMMmyHoJiora [34].

Jns onpenenenns creneHu TshkecTd AT/l CymecTByeT MpoCTOM, BAIMIHBIN, JIETKO
MOHSATHBIA MHCTPYMEHT U3 7 BonpocoB — The Patient Oriented Eczema Measure (POEM),
KOTOPBIM UW3HA4YaJIbHO OBLT pa3pabOoTaH [Jii YCTPAHEHUS Pa3HOTJIACUUA MEXIY
3aKJIIOUEHHEM Bpadya W pe3ysibTaTaMU CO CTOPOHBI NAallMEHTa B HCCIEIOBAaHUSIIX
(Tabmuma 1) [294]. llIkana tspkectu AT/l POEM ocHOBaHa Ha OIleHKE MAaIllMEHTOB CBOMX
omyuieHu, cBsa3aHHbiXx ¢ cumnromamu AT/, [logxomutr myisi UCHOIB30BaHUS
B aMOyJaTOPHOM TMpaKTUKE, ayJIuTe, OIUJIEMHOJOTMYECKUX HCCIEIOBAHUIX U
KIMHUYeCKUX ucnbiTanusix. POEM  Obu1  pekoMeHJOBaH [JIi UCMOJb30BAHUS
B KJIMHUYECKUX PYKOBOJCTBAX, BKIIIOYasi T€, KOTOPbIE ObUTH BhIMYIIeHbl HallnoHanbHbIM
MHCTUTYTOM 3/I0POBBS M COBEPILIEHCTBOBAaHUS MeaUIIMHCKOM momotiu (National Institute
for Health and Care Excellence, NICE). POEM pekoMeHI0BaH WHHUIIMATUBOU
Harmonising Outcome Measures for Eczema (HOME) B kadecTBe OCHOBHOIO
MHCTPYMEHTA JIJIsl U3MEPEHUS CUMIITOMOB, COOOIIIaeMbIX MAllUEHTaMu, 110 moBoay AT/I.

B Hacrosmiee Bpems 1y kKoHTposis AT/ B HacTosimiee Bpemsi HauOoliee
BocTpeOboBaH BompocHUK Atopic Dermatitis Control Test (ADCT) — 5310
BAJIUJIUPOBAHHBIA KPAaTKUN CIUCOK U3 6 BOMPOCOB, pa3pabOTaHHBIA JJISI OIEHKH BCEX
HanpaBiaeHuit koHTpoias At/ [173]. ADCT npeanasHadueH i 0OJIeTUYCHUS
COJIEP>KaTEIbHOTO 00CYKICHUSI BpAYOM C MAIIUEHTOM BOIIPOCOB KOHTPOJIA TeueHus AT/]
B TIOBCEJHEBHOW KIMHUYECKON MPAKTUKE, YTO TMO3BOJSET YIYUYIIUTh MOHUTOPHUHT
TeueHus nanHoro 3aboneBanus (Tabmuua 2). Bonpocuuk ADCT npoien THiatenbHbIe
ucnbeiTanua cpead 270 manuueHToB ¢ KiaMHWYeckuM auarHozom AT/l [305]. B psge
uccinenoBanuii  Obuio  JokazaHo, uro ADCT saBmsiercs pabouuM | HaJACKHBIM
MHCTPYMEHTOM JIJIsl OLIEHKU KOHTPOJs TeueHus: AT/, u 4TO ero MOXKHO MCIOJIb30BATh

JJIS BBISABJIICHUSA U3MCHCHHUSA aKTHMBHOCTH 3a00JIeBaHH nmanuceHTra ¢ TCUCHHUCM BPCMCHU

[173, 305].



Tabnuua 1 — Aukera POEM
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0 6amtos | 1 Gamn 2 6amma | 3 6amia | 4 Oamia

1 | CxoabKO AgHEN 3a IIOCIETHION Hu 1-2 musg | 3-4 nuga | 5-6 nuent | Kaxnprii
Henento BeI HCTIBITHIBAIIM KOMKHBIM OJJHOTO JICHb
3yJl U3-3a aTOMUYECKOro JiepMaTuTa’?

2 | CkoabKO JHEU 3a IMOCIIETHIOI0 Hu 1-2 musg | 3-4 nuga | 5-6 nuent | Kaxnprii
Hezento Bamr con ObLT HapyIeH u3- OJTHOT'O JICHb
3a aTOMUYECKOro JepmMaTuTa’

3 | CKoIBKO AHEH 3a ITOCHIETHION0 Hu 1-2 musg | 3-4 nuga | 5-6 nuent | Kaxnprii
Henento Baiia koxa KpoBoToumia OJTHOT'O JICHb
13-3a aTONMMYECKOro JiepamaTura’

4 | CkoJIbKO JHEU 3a IMOCIIETHIOI Hu 1-2 musg | 3-4 nuga | 5-6 nuent | Kaxnprii
Henemo Ha Barreit koke oTMe4Yalioch | OJHOTO JICHb
MOKHYTHE (BBIACIISIIACH TPO3pavHast
YKUJIKOCTh) MU3-32 aTOMTUYECKOTO
aepMaruTa?

5 | CKoIBKO AHEH 3a ITOCIETHION Hu 1-2 musg | 3-4 nug | 5-6 nuent | Kaxnprii
Henento y Bac Tpeckanach koxa u3- OJTHOT'O JICHb
3a aTONMUYECKOro JiepMaTuTa’?

6 | CKoIbKO AHEH 3a ITOCIETHION Hu 1-2 qusg | 3-4 nug | 5-6 nuent | Kaxnprii
Henento y Bac menymmuinach koxa OJTHOT'O JICHb
13-3a aTOMUYECKOro JiepMaTuTa’

7 | CKOIBKO AHEH 3a ITOCHIETHION0 Hu 1-2 musg | 3-4 nug | 5-6 nuent | Kaxnprii
Henento Baia koxa Obl1a CyXoil Wi | OJJHOTO JIcHb
rpy0oii u3-3a aTOMMYECKOTO
aepMaruTa?

Ta6nuna 2 — Bonpocuuk ADCT
0 6amnoB 1 6amn 2 Gama 3 bamna 4 Gamna

1 | Kak ObI BBHI OlleHWIH CumnromoB | Cnabeie | YMmepennsie | Cepbe3Hbie Ouenb
CHMIITOMBI, CBSI3aHHEIC HE OBbLIO CepbE3HbIE
C DK3EMOI, B TCUCHHE
MOCIICAHUX 7 JHEH?

2 | Cxonbko gueii B teuenne | CosceMm He | 1-2 mHsA 34 nug 5—-6 nueit Enennesno
IIOCJIEIHUX 7 THEU y Bac ObLIO0
ObUIN Cephe3HBIC
MPUCTYTIBI 3y/a,

CBSI3aHHOT'O C DK3EMOM?

3 | Hackonbko cuiibHO Bac Coscem Het | HemHoro | YMepeHHo Ouenb UpesBbIyaitHO
OecIIoKOMIIa SK3eMa B
TCUCHHE ITOCICTHUX
7 nHen?

4 | CKOIBKO HOUEH B Hwu onnoit 1-2 3—4 goun 5—6 HOUEn Kaxnyro
TCUCHHE TTOCICTHUX HOYH HOYH HOYb
7 nHel y Bac ObLTH
POOJIEMEI C 3aChITTaHUEM
WJI COXpPaHEHUEM CHa,

CBSI3aHHBIC C DK3eMOii?
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[Iponomxenue Tabmuirsr 2

0 6amnoB 1 Gann 2 Gayta 3 Gamna 4 Ganna
5 | B xakoii crenenu ’x3ema | CoBcem HeT | HemHoro | YmepenHo CunpHo | UpesBbruaitHO
BJIMSUIA HA Bally
IIOBCETHEBHYIO

NesATEeIbHOCTH (J1ena,
KOTOpBIE BHI JIETIAECTE
€XKEJHEBHO) B TCUCHUE
nocJaeHuX 7 JHen?

6 | B xakoii crenenu ’x3ema | CoBcem HeT | HemHoro | YmepenHo CunpHo | YUpesBbruaitHO
BJIMSUIA Ha Balle
HACTPOEHHUE WU MO
B TEYEHHE MOCIEAHUX

7 nHei?

Kaxnpiii Boripoc ADCT onenuBaercs no mikaie ot 0 1o 4 6amios. Cymma 6aioB
no BceM mmectu BorpocaM ADCT cocraBnsier obmumii pesynbrar ADCT, npu 3ToMm
MHHMMAaJIbHBIN pe3ynpTaT — (, MakCUManbHBIM pe3ynbTrar — 24. bosee BBICOKHIA
pe3yibTaT COOTBETCTBYEeT Oosee HU3KOMY ypoBHIO KoHTposst ATJl. Teuenune AT/l
y HallMeHTa MOXET KOHTPOJUPOBATHCS HEAOCTATOYHO, eciiu ol pe3ynbtar ADCT
coctaBisier 7 OaminoB wiu Ooisiee. M3MeHenne Ha 5 OanjoB SBISETCS MOPOTOBBIM
3HAYEHWEM KJIMHUYECKHM 3HAYMMOIO HW3MEHEHUs Uil mnamueHTa. Takum o0paszom,
CHUKEHHME Ha 5 0ayuioB wiM 0ojiee — MPU3HAK KIMHUYECKU 3HAYMMOTO YIIyYIICHUs
KOHTpOJIs TeueHus: At/l, a yBenuueHue Ha 5 0anioB win 0ojee — MpU3HAK KIMHUYECKH
3HAYMMOTO yXYJIIEHUs] KOHTpoJia TeueHust AT/l.

Hecmotps Ha TO, 4TO B HACTOsIIEE BpEMs CYIIECTBYIOT BAIMAW3WPOBAHHBIE U
MPOCThIE HMHCTPYMEHTBI, KOTOpbIE MpeAHA3HA4Ye€Hbl ISl OOJEerdeHus BepudUKALUU
JIUarHo3a W MNepCOHU(PUUUPOBAHHOE (OCHOBAHHOE HA PEKOMEHAALMSIX Ha YpOBHE
NOMYJISILKMK) BeieHHe NoApOCcTKOB ¢ AT/l Ha aMOyJIaTOpHOM 3Tarne y Bpada-neauarpa u
Bpaya-aJijIeproyiora, B HacCTOsIIEe BpeMs HET padOT, MOCBAILEHHBIX HHTErPALIMH JAHHBIX
WHCTPYMEHTOB B MH()OPMAIIMOHHO-aHAIUTUYECKHUE CUCTEMBI.

Kpanusuunna. XK y geteil v moapoCTKOB OKa3bIBAET TSHKEIOE MCUXOCOIUATIBHOE
OpeMsi B KpaTKOCPOYHOM M JTOJITOCPOYHOU mepcrnekTuBe. CBOEBpEMEHHAas MOCTAaHOBKA
IMarHo3a, a TaKXe BBISBICHUE JETEHl C HEKOHTPOJIUPYEMBIM TE€UEHUEM 3a00JeBaHUs
MPEJOCTAaBUT BO3MOXKHOCTH IOJ00pa/CMEHBI Tepamnuu, Ojaroaaps KOTOPOM MOXKET

HaCTYIIUTh PCMUCCHS, HpO(l)I/IJIaKTI/Ip}IIOH_IaH HCTAaTUBHBIC ITIOCIICACTBUA 00JIe3HM.
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Juarno3 XK BbIcTaBIsIeTCS MPEUMYILIECTBEHHO HA OCHOBAHUH KaJI00 MalMeHTa U
BU3yaJIbHOTO OCMOTPA KOXHBIX MOKPOBOB. XapaKTEPHbIMU Ji1 JAHHOTO 3a00JIeBaHUS
ABJISIIOTCS crielu(UUecKrue MPOSIBICHUS — BOJABIPU (YPTUKAPHUH), KOTOPHIE HE UMEIOT
XapaKTEepHOM JIOKAM3aIluU U COMPOBOKIAIOTCS 3YJIOM, PEXKE — HOKEHUEM. Y pTUKApHBIE
AJEMEHTHl MOTYT HMMETh TEHJICHIIMIO K CIUSHHUIO B MECTaX HauWOOJBIIETO TPEHUS
OJICKJI0OM WJIM YacTel Tesia APYT O pyTa (SroAullbl, HOsICHUYHAs 00J1acTh, TUIeUH, Oeapa).
Cuauvana BoOJJbIpU OJETHO-PO30BOTO IIBETA, a 3aTeéM, MO MEpe HapacTaHHWs OTeKa
B COCJIMHUTENIbHOM TKaHU (4allle y JIeTeil), MOTyT mpruodperath papPpopoBo-Oeiblii LIBET.
[Ipy ymeHbIIEHUH BBIPAXKEHHOCTU OTEKA BOJABIPU MOCTENEHHO CTAHOBATCS PO30BOTO
1[BETAa, a 3aT€M HCUE3al0T OECCIIEIHO.

YacTHBIM ciydaeM KpanuBHUIIBI siBIsieTcst AO, KOTOPBIN XapaKTepu3yeTcs ObICTPO
dbopmMupyromuMcs, 0OBIYHO OTPAaHUYEHHBIM, TTYOOKUM OTEKOM KOXHW WM CIU3UCTHIX
obonouek. Okpacka koxu B obnactu AO Oosee OyenHas, Koxa IJIOTHAs Ha OIIYIIb,
B 30HEC OTEKAa HampshDKeHa, NPU HaXaTUM TajlblleM B o00JJaCTH OTeKa BJABJICHHE
He 00pa3yetcs. AO daiie pa3BUBaeTCsl HA OJHOM Y4acTKe KOKHOTO MOKPOBa, OOJIbIIEH
YacThl0 ACUMMETPUYHO. BaXKHBIM KIMHUYECKHMM CHMIOTOMOM, oTiudaromuMm AQO
OT KpanmuBHUIIBI, ABJISIETCA OTCYTCTBUE 3yAa. [larueHToB 0OBIYHO OECIMOKOUT YyBCTBO
pacniupanusi, pexe — OOJIE3HEHHOCTHM B o0JacTh oTeka. B mporecc BoBlekaroTcs,
[JIABHBIM 00pa3oM, XOpOIIO PaCTSDKUMBIE TKAHM, HUMEIOIINE PBIXIYI MOAKOXKHYIO
KUPOBYIO KJIETUYATKy — OO0JacTh BEK, ry0, IIEK, MOIIOHKA, KpalHss IJIOTh, PEXKe —
KOHEYHOCTH, KHUBOT, a TAK)KE CIU3UCTHhIE 000JOUYKH MOJOCTH PTa, sA3bIKa, TopTaHu. AO
MOXET COXPaHATHCS B TEUYEHHUE HECKOJIbKUX YacCOB, B HEKOTOPBIX CIydasiX J0 72 4acoB.
[Ipu penuanuBax HEPEIKO MOPAKAIOTCS T€ K€ aHATOMHUYECKHE JIOKATU3AIINH.

Hanuuue cxoxux mo cumnTomMaM 3a00JjieBaHUM, UMHUTHPYIOIIUX KpanuBHUILY,
TaKuX KaK YPTUKAPHBIA BACKYJUT, ayTOBOCIAIUTEIbHbIE CHHAPOMBI y TAlUEHTOB
C YPTUKApPHBIMU BBICHITTAHUSIMH, a TaKkKe OpaAMKMHUH-OIIOCPET0OBAHHBIN
AHTUOHEBPOTUYECKUM OTEK y NAlMEHTOB C HM30JUPOBAHHBIMU OTEKaMH, TpeOyeT
oOclieToBaHMs U BEICHUSI TaKUX MAlMEHTOB Y Bpadeil-aJieprojioroB, KOTOPble UMEIOT
BO3MOXXHOCTh TMPOBECTH IU(PdepeHINAIbHYI0 JUATHOCTUKY TMAllU€HTa UM Ha3HAYUTH

s dexTrBHOE NeueHue [286].
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[Tomumo »storo, Oonbine yerBeptu mamueHToB ¢ XCK gerckoro Bo3pacta
CTPaJarOT OT APYTUX MPOSABICHUN aTONMHHU: Y HUX Yalle, YeM Yy 3J0pPOBBIX MAIUEHTOB,
BCTpedaroTcs Takue 3a0oneBanus kak BA (10,8%), AT/ (9,8%) u AP (19,9%) [135, 145].
Takoll crekTp BO3MOKHOW KOMOPOMAHOM MAaTONOTUU MOAYEPKUBAET HEOOXOIUMOCTH
HaOII0JIEHHs] Bpaya-ajyieproyiora, 4YTo Mmo3BOJIUT CBOEBPEMEHHO BBISBIISITH BO3MOYKHBIC
OCJIOKHEHHUSI 3a00JIeBaHUsI ¥ IPEIOTBPAIATh UX PA3BUTHE.

CornacHO KJIMHMYECKUMM PEKOMEHAAUusM Mo kpanuBHUie oT 2023 roga, BceM
nanueHTaMm ¢ XK pekomMeHyeTcst KOHCYJIbTalMs Bpaya ajljieprojora-uMMyHOJIOTa U/ WH
Bpayda-IepMaTOBEHEPOJIOTa C IEJIbI0 TMPOBEACHUS JAUATrHOCTUKU/AuddepeHInaaIbHON
JNMAarHOCTUKH U Ha3HAYCHUS Tepanuu. /[ onpeaeneHus CTENEH! TKECTU XPOHUYECKOM
KpalnuBHUIIBI, a B HACTOAIIEEC BpeMs sBIsieTcsl Haubosiee BOCTPEOOBAHHOM IIKaia
Urticaria Activity Score 7 (UAS7) (Tabmuua 3). Jlanaslii uHIeKc ObLT pa3zpaboTaH
c uenpto oneHkun akTuBHOCTH TeueHuss XCK 3a npomenmme 7 pHed. I[lanmeHt
MPEOCTaBIsAET CBEJeHUSI 00 00beMe UMEBIINXCS MPOSBICHUN KPAMMBHUIIBI, TAKUX KaK
KOJIMYECTBO BOJIJIbIPEN U UX 3y . JlaHHBIN HHEKC aKTUBHO MPUMEHSETCS KaK B PYTUHHOM
MPAKTUKE, TaK U B KIMHUYECKUX UCCIEAOBAHUAX [255], I HA3HAUYEHUA U KOPPEKIUU

Tepanuu [226].

Tabmuua 3 — Uagexc UAS7

Jlens Bongsipu 3ya
Her <20 20-50 > 50 Her CnaOwnii | Cpenunii | InTeHCHBHBIN
1
2
3
4
5
6
7

3HayeHuss Moryt BapbupoBath oT O g0 21 Oamma B Hemenmwo s 3yda U
ot 0 10 21 B Hexemto i kKoaudecTBa Bosabipe. O6mee 3nauenne UAS7T 3a Henenro
MOXkeT cocTaBisaTh oT 0 g0 42 6aoB. [Ipu sTom Tskenoe Teuenue XK cooTBeTcTByeT
28—42 Oammam; cpeaHed CTENMeHW TshkecTH — 1627 Oammam; JETKOW CTENeHH —

7—-15 6amnam; 0 — OTCYTCTBHE CUMIITOMOB.
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BaxkHbIM MHCTPYMEHTOM JJIsl OLIEHKW Te4YeHUs 3a0oiyieBaHUA U 3(PPEKTUBHOCTU
nedyeHus sBisieTcst TecT KoHTpodis kpanuBHULB! Urticaria Control Test (UCT). On moxeT
OBITh UCTIOJIB30BAH ISl OLIEHKW KOHTPOJIst O0JIE3HM 3a MOoCcieIHNE 4 HEAEH Y TAallMeHTOB
C XpOHUYECKOW CMOHTAaHHON M MHAYIUPOBAHHON KpamnuBHULIEH. TpeOyeTcsi OTBETUTH
Ha 4 Bompoca, KacawIluecs KOHTPOJS CHMITOMOB Oosie3Hu, BiausHue Ha KK,
3(pheKTUBHOCTH JIEUeHHs, 00IIeTro KOHTpoJIs 3a0oneBanus (Tadnuia 4). Kaxapiii oTBeT
Ha BOIpoc oueHuBaetcs B 6amiax ot 0 1o 4. MakcumanpHas cyMMa 0ajoB IPH OTBETAX
Ha BOIPOCHI — 16 — IEMOHCTPUPYET MOJHBINA KOHTPOJIb Oosie3Hu. [loporoBoe 3HaueHue
12 6annoB. UCT < 11 GanioB cBUAETENBCTBYET O HEKOHTpoOIHpyeMoM TeueHun XK [151,
215, 267].

Panee naHHBIH TeCT MNPUMEHSJICS [Jis OLIEHKM KOHTPOJISL HaJa TeYeHUEM
KpanuBHUIIBI TOJBKO Y B3POCTBIX, OJJHaKO HeJaBHee uccnenoBanue C. Prosty et al. (2022)

MOATBEPANIO BO3MOKHOCTh MPUMEHEHUS TAHHOTO BOoNpocHUKa y aereu [306, 318].

Ta6nuna 4 — Bonpocuuk UCT

1. Hackobko cuiibHO Bac 6ecrioxoniu 3a npomennue 4 Heae1d NPOsIBJICHUS KPAIIHBHHIIbI
(3ya, BOJLIBIPH H/WJIM OTeKH)?

OueHb CUIBHO ‘ CunbHO ‘ JocraTtouno ‘ HemHoro ‘ He 6ecniokoniu
2. HackoJIbKO CHJIBHO 32 NocJieAHHe 4 He/leJIM KPANMBHUIA YXYALIWIA KayecTBO Bameid
KH3HU?

OueHb CUIBHO ‘ CunbHO ‘ JocraTtouno ‘ HemHoro ‘ He nocrpanaino
3. Kak 4acTo 3a nocsiegnue 4 HeJge1d POBOAMMOE JIeYeHHe ObLI0O HeIOCTATOYHBIM 115
KOHTPOJI Ha/l KPallMBHULIE?

Ouensb yacTo ‘ Yacro ‘ Huoraa ‘ Penko ‘ Hu pazy
4. Hackoubko ycnemso Bam ynasanocs B 1ieJioM KOHTPOJIHPOBATh KPANMBHHUIY 32 MOCJIeIHHE
4 nepenn?

He ynasanoce ‘ Hemnoro ‘ HocTarouno ‘ Xopomo ‘ Ouens xopomo

CornacHO COBPEMEHHBIM KOHCEHCYCHBIM JIOKYMEHTAM I10 JICYEHHUIO KPAITMBHHUIIBI,
ONUPAsACh Ha PE3yJbTaThl ITOTO TECTA, Bpad MOKET KOPPEKTUPOBATH TEPANHUIO MALIUCHTA!
MIPU JIOJITOM M yCTOMYMBOM KOHTPOJIE HaJl 3a00JIEBAHUEM BO3MOXKHO CHUXKEHHUE 00beMa
MEJIMKaMEHTO3HOM Harpy3Ku, a pu OTCYTCTBUU KOHTPOJISI — HA3HAUCHHE IPYTHUX, Ooee
CIICLIMAJIM3UPOBAHHBIX BHUIOB Tepanuu [36, 286]. Ho HecMOTps Ha CyIlIeCTBOBaHUE
HA MPOTSHKEHUH JIJIMTEIIBHOTO BPEMEHU BOINPOCHUKOB U PEKOMEHJALMM, 10 CUX IMOpP

HC IIPCAIOKCHBI BApUAHThI OIITUMHU3AallMU IIPOTOKOJIOB IIpHUEMaA IICAUaTpa U aJICprojora
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B PYTUHHON KIMHUYECKON MPAKTUKE C MOMOIIbI BaUIU3UPOBAHHBIX M MPOCTHIX
MHCTPYMEHTOB, OOJIEr4arouux M BepUUKAIUIO JUArHO3a, U MEPCOHUPUIIMPOBAHHOE
(ocHOBaHHOE Ha PEKOMEHAAIMSAX Ha ypoBHe mnomyisamnuu) BeaeHue neret ¢ XK
Ha aMOyJIaTOPHOM JTarle.

HacJiencrBeHHbIN AHTHOOTEK. HAO - penkoe T€HETUYECKU
JNETEPMUHUPOBAHHOE 3a00JeBaHue, KJIMHAYECKH XapaKTePU3YIOIIeeCs
PEUMAUBHPYIOIIMMH, CAMOKYNUPYIOIIUMUCA SNHU30JaMH  JIOKAJIU30BAaHHOTO OTEKa
pa3IMYHBIX OPraHOB, B TOM YHCJIE€ MOTEHIMAJIbHO OMNACHOrO [Js >KU3HU OTEKa
npIxaTenpHbIX myTeit [32, 37, 143]. B cpegHeMm y HE MOMyYarOIIUX TEPaAIUIO JIFOJEH
MPUCTYIIBI BO3HUKAIOT KaxKable 1—2 Heaenu, OOJIBIIMHCTBO SMHU30J0B JJISATCA OT 3
no 4 nueit. Haubonee pacnpoctpaner HAO I wiu Il Tuma, cBsi3aHHBIA ¢ MyTalusiMu
paznuuHoOM Jokanuszanuu B reHe SERPINGI, npuBoasmumu K  Je@uuury
Cl-uHruburopa Wi K CHIXKEHHUIO €ro (PYHKIIMOHAIbHOW aKTUBHOCTH, COOTBETCTBEHHO
[143]. HAO c¢ nHopmanbHbiM YypoBHeM Cl-unruburopa (III Tunma mo crapoi
KJIacCH(PUKAIUKM) TPEACTaBIIeT coOO0M 3a00IeBaHHE C XapAKTEPHOM KIMHUYECKOU
KapTUHOW MpPU HOPMAJIbHBIX YPOBHE M (PYHKIMOHAIBHOW akTUBHOCTU Cl-mHruburopa,
pacmpoCTpaHEHHOCTh ero Oblta oreHeHa kak Menee 1:100 000 [195, 196]. B otnuuue
or HAO I u II Tuna, HAO ¢ HopManbubiM ypoBHeM C1-HHTruOUTOpa HE CBSI3aH C TEHOM
SERPINGI, a pa3BuTue 3a00JieBaHUS ONPEACIACTCS MYyTallsIMA B psJie TEHOB,
YYaCTBYIOIIMX B aKTUBALMU KAJUIMKPEWH-KMHUHOBOW cuctemsl [143]. Takue myranun
oOHapyxensbl B reHax F12, PLG, ANGPTI1, KNG1, MYOF, HS3S5T6 [129, 235].

KintoueBbiMU pakTOpaMu, BAUSIOMIMUMU HAa (QYHKIMIO, aKTUBHOCTH U PETYJISIUIO
O€JIKOB, SIBJISIIOTCS. UX CTAaOWJIBHOCTH U CTpyKTypa. KoHdopMalroHHbIE HU3MEHEHUS
HEOOXOMMBbl B TIporiecce (YHKIIMOHUPOBAHUS MHOTHUX TE€HETHYECKUX IPOJYKTOB,
a MATOT€HETUYECKH 3HAUMMbIE MyTallMH CIIOCOOHBI HApyIIaTh POJIIUHT, CTAOUIIBHOCTD U
CTPYKTYpy O€JIKOB, BIUSA HAa UX YKIIAJIKYy, O€JI0K-O€IKOBbIE B3aUMOACHCTBUS U JpYyTHe
napametpsl [120, 209, 235]. K nHacrosmeMy BpeMeHM u3BeCcTHA MyTanusa B rene PLG,
KOJMPYIOIIEM IUIa3MUHOreH [193], myTanuss B KOOUPYIOIIEM AaHTHOMOA3THH-1 TeHe
ANGPTI [42, 239]. B rene KNG, konupyroeM KHHUHOTEH 1, onpeneneHa MyTtamus,

MoaudUIIpPYIOIIas N-KkoHLIEBOH CalT paciemieHus OpaJlUKUHUHA
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Ha BBICOKOMOJICKYJISIPDHBIA KUHUHOT€H W HHU3KOMOJIEKYJSIDHbIM KHHUHOTEeH [192].
B 2020-2021 rr. oOGHapykeHbl MO OJHOW MyTallMd B KOAUPYIOIINX MHUOMEpPIUH U
renapaHcynbgar-rioko3aMud 3-O-cynbdoTpancdepasy 6 renax MYOF u HS3ST6,
cooTBeTCTBeHHO [98, 245]. Hambonbiiee KOIMYECTBO CBS3aHHBIX ¢ paszButuemM HAO
MyTaluii oOHapyxeHbl B TeHe F12, kogupyoomieM (GakTop CBEpTHIBAEMOCTH KpoBHU 12
[101, 155, 191, 244, 273]. bonbmmHCTBO CBsI3aHHBIX ¢ pazButueM HAO myrauuin F12
MOKa3aHbl B MPOJIMH-O00raTOM JIOMEHE, OJIHAKO M3BECTHBI TaKXe MOJIUMOPQHBIC
BAPHUAHTHI, JIOKAJM30BaHHbIE B JApyrux ywactkax reHa [109]. KiuHnueckoe
MOATBEPAKACHUE NMPUYACTHOCTU K pa3BuTuio HAO umeroT detbipe MyTallul: MUCCEHC-
BapuaHThl 3k30Ha 9 (p. Thr328Lys u p.Thr328Arg), npoTskeHHas nenenus B 72 mape
HYKJICOTUJIOB Ha rpaHulle Sk30Ha 9/untpona 9 (c.971 1018 + 24del72) u aynnuxanus
B 18 mape HykieotumoB (c.892 909dup), mpu 5>TOM cTaTyc MOATBEPKIACHHBIX
B OKCIIEPUMEHTAX, yKa3aHHbIX B 0a3e nanHbix Online Mendelian Inheritance in Man
(OMIM) kak UMEIOMMUX MaTON€HETHYECKOE 3HAdYC€HUEe, OIpeeNieH TOJbKO I
AMHHOKHCJIOTHBIX 3aMeH B 328 monoxeHuu [110]. Bknang wHbIX MyTtamui rexa F12
B nmarorene3 HAO He yTOuHEH, Kakue-TuOO KIMHUYECKUE WM SKCIEPUMEHTAIbHBIC
JAHHbIE OTPAHUYEHBl WM OTCYTCTBYIOT. lIpeAmnonoxuTenbHO, NaTOT€HETUYECKU
XapakTep MOTYT UMETh Psif €llle He OOHAPYKEHHBIX MyTalui B rene F712.

BrisiBieHMEe HOBBIX MyTalldif, aCCOIMUPOBAHHBIX C TEMH WIA HWHBIMU
3a00/IeBaHHUsIMH, CTAHOBHUTCS Bce ©Oojiee BakHbiIM. OpgHuM ©3  HamOolee
pacrpoOCTpaHEHHBIX MOJIXO0/I0B I OOHAPYKEHUSI HOBBIX BAPUAHTOB B T€HAX-MUIICHSIX
SABJISIETCS ~ WCMOJIb30BAaHWE MPSIMOTO CEKBEHHpOBaHUST TeHOB. C  MOsBIECHUEM
CEKBEHHUPOBAHHUS HOBOTO IIOKOJICGHHUSI TOCTOSIHHO YBEJIMYMBAETCS YHUCIO BHOBD
UIEHTUPUIMPOBAHHBIX MHCCEHC-MyTalluii, B CBS3M C 4YeM ObIBa€T TPYAHO
MHTEPIPETUPOBATh UX MATOTEHETHUECKYI0 3HAYMMOCTH, MOCKOJIbBKY HE BCE MYyTallUH
U3MEHAIOT CTPYKTYpY W/minu QpyHkuuto 6enka. boiee Toro, naxe B ciiydyae U3MEHEHU
BO3MOXXHBI pa3JIMuHble TMOCIEACTBUS [JJisi TeX WIM WHBIX 3aboneBanHuit [213].
Jlo mpoBeneHusT UCCIeA0OBaHUNA HEBO3MOXXHO KJIACCU(UIIMPOBATH BHOBH BBHISBICHHBIC
MyTallUl KakK [aTOr€HETUYECKU 3HAYMMble WM HEUTpalbHblE W3-3a OTCYTCTBUS

nHpopmaru 00 ux PyHKIMOHAIBHBIX U (PEeHOTUIIMYECKUX MposiBlieHusX. [IpoBenenue
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AKCIEPUMEHTAILHOW OLIEHKA 3HAYMMOCTH BCE€X BHOBH OOHApYKMBAE€MbIX MYyTallUi
in vitro TpeOyeT MHOTO BpEMEHU, TPYJA0EMKO U OTPAaHUYEHO OTCYTCTBUEM HEOOXOAUMBIX
PECYpCOB, B YAaCTHOCTH, HE MPEJCTABISETCS BO3MOXKHBIM OIpPEACICHUE 3HAUYUMOCTH
MUCCEHC-MyTalldid C MCIHOJIb30BAHUEM S>KUBOTHBIX MOJIENIEd IyTeM CO3JaHuUs
FOMOJIOTUYHOM  MyTalliy, TMOBTOpsmONIed uenoBeueckudt ¢enotun. B cioydae
noauMoppusmMa, MOTEHIUAIBHO CBS3aHHOTO C PAa3BUTHEM KaKOro-lInbO peaKoro
3a007€BaHMsl, MEPBUYHOIO HMMMYHOAECPUIINTA, JOMOTHUTEIBHBIM MPENIATCTBUEM
JETATbHBIX HUCCIEJOBAHUM SIBISETCS OTCYTCTBUE OOMNBIION BBHIOOPKHU OOJbHBIX. Bce
BBIIIIEYKA3aHHOE  JIeJaeT  JKCIEPUMEHTAIbHBIM  TOAXOJ K  ONpEACIICHUIO
MaTOr€HETUYECKOM 3HAYMMOCTH paHEe HE WCCIEIOBAHHBIX W HOBBIX MYyTalMi
B accolMMpoBaHHbIX ¢ matoreHe3oM HAO reHax eciii He HEBO3MOXKHBIM, TO KpailHe
3aTpyJHUTENbHBIM. Takum 00pa3oM, Yy4YHMTHIBasi COBPEMEHHBIE BO3MOXKHOCTH
MOJTHOTEHOMHOTO M TOJHOAK30MHOTO CEKBEHHPOBAHUS, TJIABHOM 3ajjaueil CTAaHOBUTCS
HE BBISIBJICHUE HOBBIX MYyTallui, HO UX UHTEPHpPETAIIUSI.

PetienriemM npo6sieMbl SBUJIOCH COBEPIIEHCTBOBAHNE BEIYUCIUTENBHBIX METOO0B U
pa3paboTka  MHCTPYMEHTOB, TO3BOJSIIONIMX  OCYIIECTBIATH  IMPEIBAPUTEIHHOE
MPOTHO3UPOBAHUE BIUSHUS HOBBIX MOJUMOP(MHBIX BapUAHTOB Ha CTAOWIIBHOCTb,
CTPYKTYpY U (QYHKIUIO O€lika, CKPUHUHT MaTOr€HETUYECKOM 3HAYUMOCTH MYyTalui
Ha OCHOBe aHanm3a in silico [206, 207]. Ucnonp3oBaHue TaKOro IMOJAXOAa IO3BOJISET
MOJIYYUTh JJAHHBIE O HOBBIX MyTallUsIX B PA3JIMUHBIX T€HAX, O1arojaps 4eMy HosIBIsSETCS
BO3MOXXHOCTh TMOBBICUTh TOYHOCTh JMATHOCTUKU TE€HETHYECKU J€TEPMUHUPOBAHHBIX
3a007€BaHUN W NPUOIU3ZUTHCA K MOHUMAHHIO MaroreHe3a. I[IOCKONbKY pa3inuvHbIe
crocoObl MPOTHO3a MOTYT JIJaBaTh MPOTUBOPEUUBbIE pe3ynbTaThl [206, 207], nyis ananu3za
HEOOXOJIUMO TPUMEHEHHE OJIHOBPEMEHHO HECKOJIBKHX METOJ0B, ©0a3 JaHHBIX,
BeO-pecypcoB.

[ToTHOTEHOMHOE CEKBEHUPOBAaHHWE — CEKBEHUPOBAHHE HOBOTO IMOKOJEHUS WU
BBICOKOIIPOU3BOAUTENHLHOE CEKBEHUPOBaHUE cliienytroiero nokoiaeHus (Next Generation
Sequencing, NGS), B omiuune OT CcekBeHUpoBaHUA 10 CaHrepy, MMO3BOISET
OCYILIECTBIISITH MAaCCOBOE MapajuieIbHOE MPOUYTEHUE OTPOMHOI0 KOJMYECTBA ()parMEHTOB

I[HK OAHOBPEMCHHO U YCTAHOBUTD ITOCJICJOBATCIbHOCTL BCCX 3K30HOB WJIM J1AKE BCCTO
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F€HOMA IO CPAaBHUTEIIBHO HU3KOW CTOMMOCTU. Kpome TOro, TEXHOIOTHsT MacCOBOTO
MapaAJJICTIBHOTO CEKBEHUPOBAHUS TO3BOJIAET AHAIMU3UPOBATH HECKOJIBKO JIECATKOB
o0pa31oB 3a ojuH 3amyck [152, 180]. Bo3MOXHOCTh aHATU3UPOBATh MHOKECTBO I'€HOB
OJIHOBPEMEHHO OJIarOMPUSTCTBYET Pa3BUTUIO TEHOMHOW Meauiuubl. [IpomyckHas
CIIOCOOHOCTh CEKBEHUPOBAHMSI TEHOMHOTO Maciiitada Jjisl UCCIeIOBaHUs TEHOB XOPOIIIO
n3BecTHa [280], U 3Ta TEXHOJIOTHUS BCE OOJIbIIE W OOJbIIE MPUMEHSIETCS B KauyeCTBE
JUAarHOCTUYECKOrO0 MHCTPYMEHTAa y JETEW C MOJ03PEHUEM Ha HAJIMYUME MOHOTEHHOTO
3aboneBanus [124]. PeanpHbIii MOTEHIIMANT CEKBEHHUPOBAaHHUS TeHoMma Oojiee Tiio0ajieH
B KAUYECTBE COCTABISIIOIIEH YacTH «IEPCOHAIM3UPOBAHHOW» MeIuIuHbl [146],
npea3HameHoBanHo B 1990 rony Banbrepom ['mnbGepTom, KOTOPBIM 3aKIIOUWI, YTO
k 2030-2040 rr. BceM HOBOPOXIEHHBIM OYAyT CEKBEHHpPOBATH BeChb reHOM [242].
CylIecTBYIOT apryMeHTbl B IOJb3y TOro, 4to NGS sBIseTcd CIEAYIOMUM
TEXHOJIOTUYECKUM CKauyKOM, KOTOPBIM H3MEHHUT XapakTep CKpPUHUHTA, Ojaroaaps
MOBBIIIEHUIO €r0 TOUHOCTU U MOJIYUYEHHUIO T€eHETUUECKON MHPOpMAIKU, KOTOpasi MOKET
OBITh HCIOJIB30BaHA I oOecredeHus Oojiee MEPCOHATM3UPOBAHHOTO IMOIXO0/a
K JICUCHUIO TAllMEHTOB. B CBSI3M C CYHIECTBEHHBIM CHM)XEHHEM CTOUMOCTH
CEKBEHUPOBAHMS LIEIIOI0 FTEHOMA M 3K30Ma B HEKOTOPBIX CTPAHAX MPOBOJIATCS MUIIOTHBIE
MPOEKTHI C MCIOJIB30BAHHEM T'€HOMHOIO MOAXO0Ja B HEOHATAIBHOM CKpuHUHre [153].
Yamie Bcero Takue MPOEKThI BKIIOYAIOT MPOBEICHUE CKPUHUHTA B HECKOJIBKO 3TAIOB:
omoxumuueckue TecThl, JIHK-gmarHocTMka ¢  HCIOJIB30BAaHHEM  TEXHOJIOTHH
nonumepazHo uennou peakumu (I1IIP) nns moucka Hambosiee YacThIX MyTallUdi
B COOTBETCTBYIOIIMX TIE€HaX W  PACIIMPEHHOE TI'E€HETUYECKOE  TECTUPOBAHUE
C UCIIOJIb30BaHUEM TexHosiornid cekBeHupoBanusa [100]. U3-3a omaceHuit mo moBomy
psla 3TUYECKUX U JIOTUCTUYECKUX MpoOJieM, CBA3aHHBIX ¢ mojdHoreHoMHbIM (Whole
Genome  Sequencing) wu  nonHo3k3oMHbIM  (Whole  Exome  Sequencing)
CEKBECHUPOBAHUEM, B KOHTEKCTe npuMmeHeHuss NGS B KauecTBe TECTa 3aBEPIIAIOIIETO
JTara HEOHATaJbHOIO0 CKPUHUHTa Haubojee paloOHAIbHBIM SBISETCA TapreTHOE
cekBenupoBanue (Target Next Generation Sequencing) ¢ UCIOIb30BaHUEM HEOOJBIINX
MaHeNned TreHoB. TapreTHoe CEKBEHHMPOBAHHWE — MYJBTUILUIEKCHBINM aHAIN3 LIEJIEBOU

MOCJIEA0BATEIbHOCTH HECKOIBKUX T€HOB — SIBJISIETCS MHOTroo0emaromiei u 3QphekTuBHOM



61
cTpaTerueil B KpynmHOMacIITaOHBIX HUCCIEIOBAHUSIX. JTO 00YyCIOBIEHO, IPEXIE BCETO,
OTHOCHUTEJIbHO HM3KON CTOMMOCTBIO, OBICTpOTOM (3—5 mHEl), a TakKe BO3MOKHOCTHIO
M30MpaTeIbHOTO MCCIIEIOBAHUS PETHOHOB «HHTEpPEca», UYTO IO3BOJISET H30€XaTh
ATUYECKUX MPOOJIEM, CBA3aHHBIX C OOHAPYKEHUEM ClIy4alHbIX Haxo10k [92, 180].

Takum 00pa3oM B HACTOSIIEE BpeMsl TOMUMO PYTHUHHBIX METOJIOB AMArHOCTUKHU
HAO, noctynHbiXx amMOyJlaTOpHOMY 3BEHY, CYIIECTBYIOT YriyOJICHHbIE T€HETHUYECKHE
WCCIICIOBAaHMS, BKJIOYas W OMOMH(OOPMAIIMOHHBIM aHanu3 in silico, MpUMEHEHHUe
KOTOPBIX TO3BOJIUT OCYIIECTBIISITh paHHIOK aAuarHoctuky HAO wu mpemocraBut
BO3MO>XHOCTh CBOEBPEMEHHOTO Ha3HAUYEHUSI MATOr€HETUYECKH OOOCHOBAHHOW Teparuu
Y MPEIOTBPATUT HETAaTUBHBIEC TIOCICACTBHS OOJIC3HM.

Annepruueckue 3a0oneBanus (bA, At/l, XK, HAO) sBusitoTcsi CUCTEMHBIMH,
XPOHUYECKUMH, PEUMANBHPYIOIINMH, BOCTIAJINTEIIbHBIMHU 3a00JICBAaHUSIMH,
MOpAXKAIONIMMU, PA3JIUYHbIC OPTaHbI U CUCTEMBI.

Tpyanoctn nuarHocTUKM A3 CBSI3aHbl, C OJHOM CTOPOHBI, C TE€M, 4YTO OHH
SBJISIIOTCS. KJIMHUYECKUMU, XapaKTepU3ylTCsl OCOOCHHOCTSIMU TPOSIBICHUN B pa3HbIC
BO3PACTHBIE MEPUOJBI, & C JIPyrod — MyJabTUMOpOUIHOCTHIO. bpemsi A3 y nerei,
O0COOEHHO Yy MOJPOCTKOB, OCOOCHHO TSKENOE, TAK KaK OHM HAXOJSATCS B MEPEXOTHOUN U
ys3BUMOM ¢aze pocTa C COMYTCTBYIOIIUMU OHOJOTMYECKUMH, KOTHUTHUBHBIMU,
COIMAIPHBIMA W SMOIIMOHAJIBHBIMU IIpeo0pa3oBaHUSAMH. PaHHSI W MpaBUIbHAS
IUarHocTuka A3, a TakKe BBISBICHUE JI€TEM C HEKOHTPOJIUPYEMBIM TEUECHUEM
3a00J€BaHMs IPEAOCTABUT BO3MOXXHOCTh 0100pa/CMEHBI Teparnuu, 61aroaapsi KOTOpoi
MOXET HACTYNUTh peMUCCHs], MPODUIAKTUPYIOIAs HEraTUBHbBIE MOCIEICTBUSL O0JIE3HH.
HecomHenHa HE0OXOIUMOCTh COBEPIIEHCTBOBAHHUS, KaK aJITOPUTMOB CBOEBPEMEHHOU
JUAarHOCTUKH, TaK U METOAUMK W HMHCTPYMEHTOB MApUIPYTHU3alMHU MAIUMEHTOB ¢ A3,
UCIIOJIB3YSI TEXHUYECKUE BO3ZMOKHOCTU U MOTEHI[MAT COBPEMEHHBIX UH(POPMAIMOHHBIX

CHCTCM.
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I'/TABA 2. MATEPHUAJIBI U METO/IbI UCCJIEJOBAHUA

2.1. Iu3aiiH ucc/ieIOBAHMS M COCTAB 00C/IeI0BAHHBIX IPYIII

Jns DOCTMXKEHHSI TMOCTaBICHHOW LEJIH YCOBEPIICHCTBOBAHUS MEXAHU3MOB U
aJTOPUTMOB BepuduKanmm JIMarHosa, MOHHUTOpPHUHTA KOHTPOJIA 151
MepCOHUGUITTPOBAHHOTO HAOIIOACHUS JIeTel ¢ A3 1 CO3/1aHus MOJISTI aBTOMAaTHYECKOM
MAapUIPYTHU3ALNU HA OCHOBAaHWM OLEHKH CYHIECTBYIOIIMX MOAXOJOB K BEACHUIO JETEH
C JaHHOM IIATOJIOTHMEH M aHajn3a HOBBIX TEXHHUUYECKHX BoO3MoxkHocten MUC mng
MOBbIIEHUS Y(PHEKTUBHOCTH OKa3aHUs TOMOIIH JIeTIM ¢ A3 ObuT cpOpMUPOBaH AU3AMH
uccnenoBanus (Pucynox 1).

JlaHHOe wuccieAoBaHUE OBLIO Pa3EICHO Ha JTambl, KaXIbId M3 KOTOPBIX
MPECTABIAECT CO00M 3aKOHYEHHBIN ()parMeHT pelIeHus 3asBICHHBIX 3a/1ay.

Hcnonb30Banuch pa3inyHble MOAXOAbl B UCCIEAOBAHUU M3yUYaeMbIX OOBEKTOB U
(dbopMupoBaHUs TPYNI HCCIECIOBAHUS, YHUCIO KOTOPHIX HAa KaXJOM U3 3TANoB ObLIO
pa3nuuHo. Bee uccnenoBanme npoxoauso B JECITh 3TAoB.

I »3ram: npoBecTH aHanM3 KOJWYECTBA BBICTABICHHBIX JIMATHO30B W
CBOEBPEMEHHOCTH MOCTAaHOBKM auarHo3a bA mno ganHeiMm ®CH Nel2 u wm3ydnts
KJIMHUYECKYI0 XApAKTEPUCTUKY AeTel ¢ BA B pa3HBIX BO3pAaCTHBIX MEPUOAAX, B TOM
qyclie B coueTaHuu ¢ 1pyruMu A3, Habmonaromuxcs B AIILL.

II 3ram: mnpoaHanM3upoBaTh OCOOCHHOCTH U ATanbl JguddepeHranrbHon
JUATHOCTUKH PEUUAUBUPYIOMUX OpaaukuHUHOBBIX AQO U MoOKa3aTh pe3yJbTaThl
JUAarHOCTUYECKOTO TMOUCKA C HMCIOJb30BAHUEM MOJIHOTEHOMHOIO CEKBEHUPOBAHUS H
O0nonH(pOpPMALIMOHHOTO aHANIN3A K Silico y feTel ¢ KIMHUYecKuMu nposiBnenussmu HAO
U ¢ HOpMaJbHBIM ypoBHeM C1-uHruOuTopa, He MONaJar0IINE MO KIIACCUYECKYIO CXEMY

JAUArHOCTHYCCKOI'O ITOHUCKA.



I aram:

AHaNHM3 KOJIMYEeCTBA BBICTABICHHBIX
JIHarH030B U CBOCBPEMEHHOCTH

MOCTaHOBKH JMaruo3a A3 .

VI oTan: npoaHaJIM3HPOBAThH AJITOPHTM
MOATBEPXKACHHSA HarHo3a At/ u
NajJbHEH 0 omnp
CTETICHH THKECTH, IMHAMHYECKOrO
MOHHTOPHHTa KOHTpOJIs 3a60/IeBaHuUs 1
MapmpyTh3anuy aerei ¢ At/l Ha npueme
Y aJuIeproyiora u pa3paboTars aIrOPUTMBI C
TIOMOIIBIO MHTEIUICKTYalIbHOM 06paboTku
KJIMHAYECKHX JAHHBIX

VII sramn: npoaHalu3upoBaTh
JIMarHOCTHYECKHi dTan Bepudpukamuu XK y
JieTel Ha IpueMe y NeauaTpa 1 pa3paborarh

aJTOPUTMBI YCTAHOBKH IIPEIBAPHTEIHLHOTO
nuarnos3a XK ¢ moMomsio
MHTEJUIEKTYabHOM 00paboTKu
KIMHAYECKHX JTaHHBIX.
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LIl aTan: IIpoananu3upoBars
BO3MOXKHOCTH HCIIOJIb30BaHHUS
($yHKIIMOHAIa METHIIMHCKOM
HH(OPMAIIMOHHON CHCTEMBI
JUIS OLICHKH 326071€BaeMOCTH
A3y fieteit Ha pUMeEpe TeX JKe

LI sran: Ananu3 ocoGeHHOCTEH
yuetHoi popmer @CH Ne 12
Heckonbkux AITL] r. Mocksa

AIII r. Mockaa

V sram: TNpOaHaJIU3upPOBaATH
,IlPIaI‘HOCTPI‘ICCKHﬁ aran

II sram: CpaBHHUTENBHBIN aHATH3
3a00JIeBAEMOCTH aJIEPrHYECKHUMU
NaTOJIOTHAMH II0 PEECTpamMm
aJUIEProJIOroB M NEIUaTpOB U3
€/IMHOH MEIMIIMHCKOH
HMH(pOPMALIHOHHO-aHATUTHIECKOH
cucTeMbl (Ha mpumepe I. MOCKBBI) ¢

JanHbME 13 @CH Nel2

-4

IV 5Tam: npoaHaIM3HpPOBaTh AITOPHTM
TIOATBEPKACHHA AHarHo3a bA u

Bepu¢ukanuu AJl y nereit Ha L o
npHeMe y Ieiuarpa u pa3paborarh
AITOPUTMBI YCTaHOBKH
NPEABAPUTENBHOIO Auar€oza AJl ¢
MOMOIIBIO MHTEJUIEKTYaJIbHOM
00pabOTKH KIMHHYECKHX JaHHBIX
A

MOHHMTOPHHIa KOHTpOJIS 3a00/1€BaHUA H
MapIIpyTH3alHH JeTeil ¢ GPOHXHABHOI
aCTMO¥i Ha IIPHEMe Y aJLIeproyora u
My/IbMOHOJIOTa M pa3paboTarh aarOpUTMbI
C TIOMOIIBIO MHTEJUICKTYalbHON
06paboTKH KIMHHYECKHX JAHHBIX

III oTanm: cpaBHUTENBHBIH aHAN3

230 3a00J1eBaeMOCTH AJUICPrUHICCKUMHU

VIII 5Tan: npoaHaiu3upoBaTh aJrOPUTM MOATBEPKICHHUS
nuarso3a XK u nanbHe#ero BeeHus, ONpeaeIeH s CTEIICHH
TSDKECTH, IMHAMUYECKOrO MOHMTOPUHTa KOHTPOJIs
3a00JIeBaHUA ¥ MapIIPYTH3aLHH AeTeit ¢ At/ Ha npueme y
ajueproyora 1 pa3paboTarh aJIrOPUTMBI C TOMOIIBI0
HHTEJUIEKTYaIbHOH 00pabOTKH KIMHUYECKUX JaHHBIX

TIaTOJIOTHSIMH TI0 PeecTpam
AJUIEProJIOroB M MEANATPOB U3
EMUAC (na npumepe . MOCKBBI) ¢
JaHHbIME 13 @CH Nel2

IX sTam: npoaHaIM3HPOBATH OCOOCHHOCTH
u 9Tansl AuddepeHInanbHON THarHOCTHKH
pewnuBupyronux AO H nokasarb
Pe3yIbTaThl IMArHOCTHIECKOTO MOMCKA C
HCIIONB! TOJIHOT Y
CeKBEHUPOBAHUA H OHOMH(DOPMALHOHHOTO
aHanu3a in silico y nereii ¢ KIMHHYECKAMA
1p HAO ¥ ¢ Hop HEIM
yposnem Cl-unruburopa

< 4

Pucynok 1 — Jlu3alin uccineqoBanus

X aram: pa3paboTarh IPOCTHIE AITOPUTMBI,
MHTerpauus KoTopsix B cucremy EMUAC
JIaCT TEeMaTpaM, ajuieproioraM-
HMMMYHOJIOTaM H IyJIbMOHOJIOraM
MHCTPYMEHTBI JUIsi CBOEBPEMEHHOMH
JIMarHOCTHKH, IMHAMHYECKOTO
MOHHTOPHHTa KOHTPOJIA H
CTPYKTYPHPOBaHHON MapIIpyTH3aLMH
nanuenTos ¢ A3
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III 3Tam: g1 BBISICHEHWS NPUYUH BBISBICHHONW HHM3KOW 3a0oneBaemoctu A3
(o obparaeMocTn) MPOBECTH CpPaBHUTEIIbHBIN aHaJn3 3a00JI€Ba€MOCTH
aJVIEprUYeCKUMU MATOJOTUSIMU 110 peecTpam aieproyioros u neaunatpos u3 EMUAC (na
npuMepe r. MockBbl) ¢ JaHHbIMU U3 @CH Nel2.

IV 3Tan: npoananu3upoBaTh JUArHOCTUYECKUM 3Tan Bepudukauuu bA y nerei
Ha IpUeMe Yy neauarpa s pa3padOoTKy aJrOPUTMOB YCTAHOBKH IMPEIBAPUTEIHLHOTO
nuarHo3a BA ¢ moMoIIbI0 HHTEIUIEKTYyaIbHOM 00pa0OTKN KIMHUYECKUX JTAHHBIX.

V a3ram: npoaHanuM3upoOBaTh MEXaHU3M TNOATBEPKICHUS OKOHYATEIBbHOTO
nuarHo3da BA w panpHeWmero BEACHHS, AWHAMUYECKOTO MOHUTOPUHIA KOHTPOJIA
3a0o0neBaHusl U MapuipyTusanuu aeteil ¢ BA Ha mpueme y nenuarpa, amjieproyiora u
MyJIbMOHOJIOTA;  pa3paboTaTh W  MOATBEPAUTh A(PPEKTUBHOCTH  AJTOPUTMOB
YCOBEPILIEHCTBOBAHUSI M  ONTUMH3AlMM  JAHHOIO  Ipolecca € MOMOIIBIO
MHTEJJIEKTYallbHOU 00pabOTKU KIMHUYECKUX TaHHBIX.

VI 3tan: npoaHalu3upoBaTh AMArHOCTUYECKUM 3Tan Bepudukaruu At/ y nereit
Ha TpUeMe y meauaTpa W pa3padboTaTh aJrOPUTMbl YCTAHOBKU MPEABAPUTEIHLHOIO
nuarHo3a AT/l ¢ MOMOIIBI0 HHTEUIEKTYyalbHONH 00pa00OTKH KIMHUYECKUX TaHHBIX

VII 3ram: mnpoaHamu3MpOBATh MEXAHHW3M IMOATBEPXKAEHUS auarHosa AT/ u
JNAJbHENIIEr0 BEACHUS, ONPEACTICHHS CTENECHH TAXKECTU, TMHAMUYECKOTO MOHUTOPUHTA
KOHTpOJIs 3a00JieBaHusl U MapuipyTtuzanuu aeteil ¢ AT/l Ha nmpueme y ajieproiora u
pa3paboTaTh M Moka3aTth 3(PPEKTUBHOCTH AITOPUTMOB JNANbHEHIIEH MapiIpyTU3alu
MalMEHTOB C TOMOIIbIO UHTEIIEKTYaIbHOU 00pabOTKU KIIMHUYECKUX JaHHBIX

VIII 3Ttan: npoaHalu3upoBaTh [UarHocTuueckuit atan Bepudukannu XKy nereit
Ha MpUeMe y mneauarpa W pa3paboTaTh ajlrOPUTMbI MOCTAHOBKHU IMPEIBAPUTEIHLHOIO
nuarHo3a XK ¢ moMoIIbI0 HHTEIUIEKTYyaIbHOW 00pabOTKH KIMHUYECKUX JJAHHBIX.

IX »3ram: npoaHanm3upoBaTh aNrOPUTM MOATBEpkAEHUS auarHoza XK wu
JNAJbHENIIEr0 BEACHHUS, OPEACICHHS CTENECHH TAXKECTU, TMHAMUYECKOTO MOHUTOPUHIA
KOHTpOJISl 3a00JIeBaHUs M MapUIPyTU3alMKU JeTeid C JaHHOW MaTOJIOTHEH Ha IMpueMe
y ajuieproyiora ¥ pa3paboTaTh ajJrOpUTMbl JAJIbHEHIIEH MapHIpyTHU3alliyd MAllUeHTOB

C IIOMOIIIBIO HHTGHHCKTY&HBHOﬁ O6pa6OTKI/I KIIMHUYCCKUX JaHHBIX
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X 3tam: pa3padoTaTh U MOATBEPAUTH 3P(HEKTUBHOCTH AITOPUTMOB, UHTETPALIMS
kotopsix B MUC (Ha mpumepe EMUAC) nact nequarpam, ajuieprojioraM-uMMYHOJIOTaM
U MyJIbMOHOJIOTAM UHCTPYMEHTHI JIJIi CBOEBPEMEHHON IUArHOCTUKH, JTUHAMUYECKOTO
MOHUTOPHUHTA KOHTPOJISI U CTPYKTYPUPOBAHHOW MApIIPyTU3AIMU TAIUEHTOB ¢ A3.

HucceprannonHas paboTa BbIMOJHEHa Ha Oa3e kadenpbl AETCKUX Oosie3HeH
Kimandeckoro  mHCTMUTYTa  IE€TCKOTO  310poBhd  mMenu H.®.  dwuarosa
OI'AOY BO IlepBeii MI'MY wumenn W.M. CeuenoBa MunsnpaBa Poccun
(CeueHoBckuii  YHuBepcuteT) (3aBeAyromas kadeapoid — 1a.M.H., mnpodeccop
H.A.T'enne), ®I'YH HUWU osnuaemuonoruun u wmukpobuosnoruu umenu Ilactepa
(r. Cankt-IletepOypr) u I'BY3 «AI'TI Ne32 JI3M».

boimn u3yuensl ganubie mo @CH Ne 12 3a 2020-2022/23 rr. u perucTpon
amieproisioroB u neauatpoB uz3 EMUAC 3a 2021-2022 rr., Bcero 1 888 nereii (BriOOpKa
60 851 pebenok, yriyoneHHas BoiOopka — 98 499 nereit).

[IpoBenen yriuyOneHHbl aHanu3 970 SIEKTPOHHBIX MEIUIMHCKUX KapT
o coueranuto bA u npyrux A3y nereii ot 0 no 17 net 11 mec., mpukpernenasix k AL
r. MOCKBBI.

B npoiiecce nuddepeHmanbHON JIUarHOCTUKH PELUIUBUPYIOIINX
TUCTaMUHAPruuecKux u OpaaukuHuHOBBIX AO Ha 6aze ®I'YH HUMU snunemuonoruu u
MukpoOuonoruu umeHu Ilacrepa mpoBeeHo yriyOJeHHOE TeHETUYECKOE UCCIIEIOBAaHNE
MalUEeHTOB ¢ HOPMAJIbHBIM ypoBHEM Cl-MHruOMTOpa M OTCYTCTBUEM MYyTallUil B T€HE
SERPING 1, nnst udydeHusi HOBbIX MyTanuid B reHe HS3S76, rene MmuodepinHa U B TeHe
XII ¢akropa, NpoBeIEHO MOJTHOT€HOMHOE CEKBEHHPOBAHUE W OMOUH(POPMATUUYECKUI
aHanwus in silico.

Marepuanom ciy>kKuiii o0pasifbl IETbHOW KPOBH, MOTYUYECHHbIE OT 23 MalueHTOB
¢ cumntomamu HAO 6e3 cHrxenus ypoBHel U @yHKuu C1-uHruOUTOpa ¢ OTCyTCTBUEM
n3MeHenui B reie SERPING 11 xpomocoMbl

OOBEeKT WHCCleNOBaHUs: MAIlMEHTHl C  YCTAHOBJEHHBIM  aJIEPTUUYECKUM
3aboneBanueM (bA, At/l, xponndeckas uauonatuyeckas kpanusuuiia, HAQO) B Bo3pacte

ot 0 1o 17 ner.
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B TecTtoBOM pyyHOM pexuMe ObUTH anmpoOUpPOBaHbI MPEAJIOKEHHBIE alTOPUTMBI
nuarHoctTuku BA y 123 manueHToB ¢ acTManoJ00HIMU CUMIITOMAMH.

Jns anpoGanuu Moaenu 3PpGeKTUBHOCTA MapUIPyTU3ALUU JETEN K CIIEI[UaTUCTaM
TPETHETO0 YPOBHSI MPOBEAECH PETPOCIEKTUBHBIA M MNPOCHEKTUBHBIN AHAIN3 JaHHBIX
AJIEKTPOHHBIX MEAULIMUHCKUX KapT 15 pererr ¢ TskeneiM TeueHneM At/ u BA. Bcee
CBEJICHUS O MAlMEHTaxX aHAJIU3UPOBAJIU B JENEPCOHAIN3UPOBAHHOM Buie. [Io mroram

TECTUPOBaHMS ObLIa IpoOBeIeHA OIleHKa d(PGHEKTUBHOCTH MPEIIOKEHHOTO METOA.

2.2. MeToanbl HCCAEI0BAHUSA

AHAJIMTHYECKHI MeTOJ HCMOJIb30BAJICA HAa BCEX ATamax uccienoBanus. Hal u
Il sTamax — miis onmpeneneHusl KIMHUYECKOWM M MEOUKO-COLMAIbHOM XapaKTEPUCTUKH
IPYIIbl MAIMEHTOB — OBUIO MPOBEIEHO HCCIIEIOBAHME KOMOMHUPOBAHHOTO JHU3aiHAa:
PETPOCHEKTUBHOE OJHOMOMEHTHOE HCCIEJOBAHUE OOE3TMYEHHON DIIEKTPOHHOM
MEIUIMHCKONW JTOKYMEHTAIMU MAIMEHTOB AETCKOTro Bo3pacta no nanHbiM EMUAC u
aHajgu3, B TOM YHCII€ U CPABHUTEIBHBIN arperupoOBaHHBIX JAHHBIX CTATUCTUYECKOU
(romoBoii) otuetHOCTH PCH Ne 12,

CratucTuyeckuii aHaau3 ObLI BHIIOJIHEH C UCIIOJIb30BaHUEM Motyiiel matplotlib
(Bu3yanuzanus JaHHBIX), pandas u numpy (a7 oOpabOTKM MacCHBOB JNAaHHBIX), SCIPY
(Bce cratucTUUEeCKHE KpuTepum), statsmodels (mompaBka Ha MHOXECTBEHHBIC
cpaBHenus1) B Python, Bepcus 3.8. Onucanue KOITM4eCTBEHHBIX TPU3HAKOB BBITIOJIHEHO €
yKa3aHHEM MeIHaHbl U HHTEPKBAPTUILHOTO pa3Maxa. CpaBHEHHUE TPYII IPOBOIUIN PH
MoMOIIM KpuTepusi MaHHa—YuUTHU (B cilyyae CpaBHEHHUsSI 2 BBIOOPOK) M KpUTEpUs
Kpackena—Yomnuca (> 3 BbeIOOpOK). [nsi cpaBHEHHUs] KaTeropuajabHBIX MPU3HAKOB
UCIIONB30BAIM KpuTepuil xu-kBagpat [lupcona. Bo Bcex chydasx, korga ObuH
MPOBEJICHBl MHOXKECTBEHHBIE CpPAaBHEHUS, OCYIIECTBISJIM TepepacueT YpOBHA
3HAYMMOCTH P ¢ IpUMEHEeHueM nomnpaBku boudepponu. CBs3b 4aCTOTHl BOSHUKHOBEHUS
BA ¢ nonom ycranaBnuBanu, paccuuteiBas O u 95% JIW. [IpoBepka runote3 Obuia

JIBYCTOPOHHEM, CTATUCTUYECKN 3HAYUMBIMU CUATAIH CBsI3H npH p < 0,05.
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IHo1HO3K30MHOE CeKBEeHMPOBaHMe JIe30KCUpuOoHyKiIenHoBor kuciaotsl (JJHK)
BbINONHAIM Ha TuiaTdopme [llumina NextSeq 500 meTogoM mapHO-KOHIIEBOTO YTEHUS
(2x151 m.H.) co cpennum mnokpbiTueM He MeHee 70-100x. Jlyisi mpoOGOMOArOTOBKU
UCIIOJB30BAIM  METOJIMKY CeJIeKTUBHOro 3axBara ydactkoB JIHK, otHocsmmxcs
K KOAUPYIOIIMM 00JIacTsIM TE€HOB 4elioBeka. Jljisi mOpurotoBieHUs OUOTMOTEKH
HCTIOJIB30BaIM HAOOp i1 Sk30MHOTO obOoramieHus Nextera Rapid Capture Exome
(ITlumina, USA), KOMIUIEKT 30HAOB KOTOpPOTO pa3paboTaH njsi oboramenus 214 405
AK30HOB, 4YTO, B COUYETAHUU C OJHOPOAHBIM U CHEHU(PUYECKUM OOOTalEHUEM,
oOecrnieunBaeT HamOoJiee MOJHOE JIOCTYIHOE CEKBEHHPOBAHUE SK30Ma M HAJEKHYIO
UJEHTUPUKAIIUIO UCTUHHBIX KOJUPYIOMIUX BapuaHToB. Habop mpuMeHsuM cOrjiacHO
MPOTOKOJTY TTPOU3BOIUTEIIS.

buoundopmarnueckuii anaau3z Ha miaargpopme Illumina. B pabote
UCIOJB30BAIM  HEOOpaOOTaHHBIE  JIaHHBIE  TOJHO’K30MHOTO  CEKBEHHUPOBAHMS.
CuutbiBaHNE TAPHBIX KOHIIOB MPOBOAMIN Ha OCHOBE (haitsioB B hopmate fastq, pazmepsl
(dparmenTtoB coctaBisiu 150 nHykneotunos. [lepen aHann3oM U3 JaHHBIX ObUIH yAQJICHBI
CUMTBHIBAHUSI C TIOCIIEIOBATEIBHOCTSIMU adanTepoB. JlaHHBIE MOJHOAK30MHOIO
CEKBEHUPOBaHMUS B 3aliMpOBAHHOM BHUJIe ObLIHU 3arpykeHsl B BaseSpace Sequence Hub.
AHanu3 Ha HaIUM4YUE MYyTallud TPOBOAWIA C UCIOJIb30BAaHUEM aHATUTUYECKOMN
matdopmel [llumina DRAGEN Bio-IT Platform. B kauecTBe 3TajioHa ucnoib3oBaiu
nBonyHbI koA reHoMa hgl9 (stanon) cucremsi DRAGEN, kpome Toro, Obui
MOATOTOBNIEH bed-Qaiin TapreTHbIX Y4YacTKOB TeHoma. [l aHanu3a Ha Halu4due
NOMUMOP(HBIX BapuaHTOB mpoBojauiu 3amyck mporpamMbl DRAGEN B pexume
nairiaifHa ¢ mapameTpoM «--enable-variant-caller true». CuuTbhIBaHUS HU3KOTO KAY€CTBA
yAaIsUIM aBTOMAaTUYECKH, OCYILECTBIISUIM BbIPABHUBAHUE IMOJTYUYECHHBIX CUYUTHIBAHUM
¢ aTasioHHoW nocnenoBarenbHocThiO (hgl9), nns obHapykeHust Haubosiee BEPOSTHBIX
TUTUIONAHBIX KoMOMHanuii nonuMmopdusix BapuanToB (SNV, InDel) Ob11u mocTpoeHsl
rarOTUNBI-KAaHIUJAThI,  BBISIBIICHHbIE  BapuaHThl  aHHOTHpoBaiu B dbSNP.
Jns oObenuHeHuss WHGOPMAIIMKM O TPEACTABICHHOCTH MOIMMOP(HBIX BapHaHTOB
B pa3JIMUHbIX 0a3ax W CO3/JaHUSl €AMHOW TaOJMIbl HCIOJIL30BaIM cepBHUC Variant

Interpreter (https://variantinterpreter.informatics.illumina.com) [308]. Co3nanue u
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HaIMoJHEHUE TaOJMI] JaHHBIX O YacTOTaX MOJIUMOPGHBIX BapHUAHTOB B MOMYJIAILMSIX,
a Takke 00 uX naToreHernyeckod 3HauummoctH M3 0as3el ClinVar, ocymectBisan
c ucnonbzoBanueM Python-ckpunta. B pabGore He paccMarpuBaiu JIaHHbBIC
co 3HaueHussMu Quality menee 30 u TotalDepth menee 4.

buoundopmarnueckuii anaaus in silico. I1lpu 06paboTKe JaHHBIX UCIIOIH30BAIH
BeO-pecypcenl/0a3bl nanubix: PubMed, NCBI, dbSNP, OMIM, UniProt, ProteinAtlas,
IMGT Aide-mémoire.

OueHky BIMSHUA TOYEYHONM MYTAallMM HAa CTPYKTypy Oelika OCYyIIEeCTBIISUINA
c npumenenreM c BeO-mpuioxenuss HOPE (Have Our Protein Explained, goctyn
https:// www3.cmbi.umcn.nl/hope) [187]. C wucnons3zoBanueM BeO-pecypca MUpro
OCYILIECTBIJISUICS. TIPOTHO3 BJIMSIHUS BBISBICHHONW MyTalldd Ha CTaOWUJIBLHOCTH Oejka.
B xauecTBe KpuTepus U3MEHEHUs CTAOMIBHOCTH UCIIOIb30BAIM MTOKA3aTEIN CBOOOHOM
sHepruu ['ndoca (AAG). JlononHUTEIRHO NpUMEHsIN BeO-mipuioxenue [-Mutant Suite
B pexxume — 3HaueHue DDG (AAG) u Ounapnas kinaccudukanusa. Bnusaue myranuu
Ha CBSI3M B O€JIKe aHAIM3UPOBAJIU C HCIOJIb30BaHUEM BeO-mpuiioxkenus PremPS.
[Iporuo3 maroreHeTHuecKOi 3HAYMMOCTU MYTAIlUU OCYIIECTBIISIA C HUCIOJIb30BAHUEM
BeO-pecypcoB PhD-SNPg (https://snps.biofold.org/phd-snpg/) [253], PolyPhen-2
(http://genetics.bwh.harvard.edu/pph2/) [254] u MutationTaster2021 ¢ ucnons3oBaHueM
6azpl  nmanHbix  «ENST00000293937»  (https://www.mutationtaster.org/)  [240].
IIpu pabore c BeOG-pecypcom PhD-SNPg yuuThiBanu crieaymolme napameTphl:
MpeJCcKa3aHue NaTOTeHHOCTH, OIleHka BeposiTHocTH, FDR (dactora 1OXKHBIX
oOHapy»XeHUM, cBsi3aHHasi ¢ 0ojee BbICOKOM/HU3KoM oneHkoil), PhyloP100 (PhyloP100 B
myTupoBaBiie nozunuu) U AvgPhyloP100 (cpeanee 3Hauenwe PhyloP100
B 5-HYKJIEOTHIHOM OKHE BOKPYI MYTHUpOBaBIIEH mno3uluu). Taxxke uisi ImpOrHO3a
BIIMSIHUS 3aMEHBI aMUHOKHUCJIOTHI HA CTPYKTYPY U PYHKIIHMH O€IKa UCIIOIB30BaIHN PECYPC

PolyPhen-2.
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IJIABA 3. JUATHOCTHUKA AJJIEPTUYECKUX 3ABOJIEBAHUN Y JETEN
(HA ITPUMEPE I'. MOCKBDbI)

3.1. AHa/143 CBOEBPEMEHHOCTH IUATHOCTUKHN OPOHXHUAJIBbHON aCTMBbI y J1eTel

B YCJI0BUAX aM6yJIaTOpHO-IIOJII/IK.III/IHI/I‘leCKHX HEHTPOB

B nacrosiiiee BpeMsi MHOTOKPATHO M YOEAUTENBHO MOKa3aHo, uTo BA saBisieTcs
reTEPOreHHbIM 3a00JieBaHUEM Kak MO (akTopaM pHUCKa, TaK U MO MaTOT€HETHYECKUM
MexaHuszMmam, npusoasmum K bO [35]. Kpome Toro, nMmerommecs OTandrs KTMHAYECKUX
MPOSIBIICHUM y J€TEN pa3HbIX BO3PACTHBIX KATETOPUH TAKKE YCIOXKHSIOT TUATHOCTUKY
3aboneBanus [56, 157]. OcoOeHHO OCTPO CTOUT BOMPOC CBOCBPEMEHHOCTU BBISBICHUS
BA Ha nepBoM ypoBHE CHUCTEMBI 3JpaBOOXPAHEHUS — aMOYJIaTOPHO-TIOJIUKINHUYECKOM
ATane OKa3aHWs MEIUIIMHCKOW MOMOIIH, MOCKOJIbKY MUMEHHO MEeIUaTphl MOJIUKIUHUK
MEPBBIMU CTAJIKMBAIOTCS C MAIllMEHTaMH U3 TPYMIbI pyucka no peanusanuu bA. OnHako
NeauaTrp CTaBUT TOJBKO TIPEABAPUTEIbHBIA JauarHo3 bBA, a oOKOH4YaTeIbHBIN
YCTaHABJIMBAET AJJIEPTOJOT-UMMYHOJIOT WM TMyJbMOHosor. Takas OTCpouYeHHas
JIMAarHOCTUKA MOKET MOBIUSTH Ha IporHo3 BA y OonbiuucTBa nereit [67, 74]. Hetam
B PYyTUHHON KIIMHUYECKOM MPAKTUKE Yallle YCTAHABJIMBAIU JUATHO3 «OCTPHIA OPOHXUT
¢ OpOHXOOOCTPYKTUBHBIM CHHJIPOMOMY», «OOCTPYKTUBHBIM OPOHXUT», «aCTMATHYECKUM
KOMIIOHEHT IPU PEeCHUPATOPHBIX BUPYCHBIX UHEKIUAX» U T. 1. [74, 83, 93]. Bce aT0
MPUBOJMUT K TUNIOAMArHocTHKe BA, 0COOEHHO B paHHEM M JIOIIKOJILHOM Bo3pacte [93],
a Tak)Ke€ OTBYTCTBHIO CBOEBPEMEHHOI'O HA3HAUEHUA aJIeKBaTHOM Teparuu [56, 88, 93,
226, 228].

Jns pelieHus MOCTaBIEHHHBIX 3aja4y Ha | sTame uccienoBaHus ObLIT MPOBEACH
aHaJIM3 YCTAHOBJICHHBIX IMATHO30B U OIIEHEHA CBOEBPEMEHHOCTh MOCTAHOBKHU JUArHO3a
BA y nereii Ha npumepe Heckosbkux AIILL r. MOCKBBI.

[lepBoHauanbHO, JUIsl BbIBIEHUs 3a0oneBaemoctd BA y neredt  Obuin
MpOaHAIN3UPOBAHBI arpEeTUPOBAHHbBIC JaHHBIE CTATUCTUYECKON (TOAOBOM) OTYETHOCTH
no 3aboneBaeMocTH 1O oOpamaeMoctd u3 otdyetHod Qopmel OCH  No 12

C IPWIOKEHUSIMU 3a TpexyieTHuil nepuop (suBapb 2020—nexkadbpp 2022 rr.) mo actme,
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actMatuueckomy crarycy (J45, J46), a 3arem Obul TIpOBENEH YriayOJICHHBIH
PETPOCHEKTUBHBIN aHAIN3 BBIKOMUPOBAHHBIX JAHHBIX MEIUIIMHCKOW JOKYMEHTAlUH
(3nekTpoHHBIE MeaUUIMHCKUE KapThl) faetei ¢ BA (uetsipex AIIL] ogHOro u3 okpyros
r. MockBbl), KOTOpbIM 1uarHo3 bA Obut BiepBble ycTaHoBIeH B 2022 rofy.

Bce cBeneHuns o nanueHTax aHAIM3UPOBAIIM B IETIEPCOHATIU3UPOBAHHOM BHUJIE.

Ju3zaitn uccienoBaHusi He TpebOoBal OJOOPEHUS] STUYECKOTO KOMUTETA, TaK Kak
HE MpeJrnoiarajl HEMoCPEJCTBEHHOTO YYacTUsl HCCIENyeMbIX, HX HaOMIOJeHUs W
KaKHUX-TM00 BMENIATENbCTB. B HccienoBaHuu MCHOJIb30BalN TOJBKO arperupoOBaHHbBIC
JeNePCOHATN3UPOBAHHBIE CBEJICHUS O JETAX, NPUKPEIJICHHBIX K Y4YaCTBOBABIIUM
B ucciiefoBaHUU HECKOIBKUM AIILL r. MOCKBBHI.

Bce manuMeHThl W/WMAM  3aKOHHbIE MPEACTABUTEIN TMPU MOPUKPEIIICHUU
K MEAUIIMHCKON OpraHu3aluyi MOAMUCHIBAIOT 3asBIEHHUE O BBIOOPE MEAUIIUHCKOM
OpraHu3allid U corjacue Ha oOpabOTKy MEPCOHANIBHBIX JAHHBIX, B KOTOPBIX YKa3aHO
MpaBO MEJIUIMHCKOW OpraHu3alld OCYUIECTBIATh BC€ JACHCTBHUS (OINEpaiuu)
C IEPCOHANBHBIMU JaHHBIMU (COOp, BBOJ, CUCTEMAaTH3allUI0, HAKOIUJICHHUE, XpaHEHUeE
(B DJIEKTPOHHOM BHJI€ U HA OyMa)KHOM HOCHUTEJIE), YTOUHEHUE, OOHOBIICHHE, Nepeiayvy,
W3MEHEHHE, MOAU(HUKAIIUIO, MCIOJIb30BaHUEe, O00e3IuYrMBaHue, OJOKUpPOBAHUE,
YHUYTOXXEHUE); MEIUIMHCKON OpraHu3aluu, K KOTOPOW NPUKPEIUISAETCS MalUueHT,
naeTcsa mpaBo oOpabaThiBaTh NEPCOHANbHBIE JaHHBIE MOCPEACTBOM BHECEHUSI UX
B DJIEKTPOHHYIO 0a3y JaHHBIX, BKJIIOUEHHUS B CIIUCKU (PEECTPhI) U OTYETHBIE (POPMBI.

Kpurepun Briawuvenus aiasa 3tana LI: ganasie @CH Ne 12, Bkmrouaromue
cBefieHus1 000 Bcex AeTsax B Bo3pacTe oT 0 10 18 neT ¢ ycTaHOBIEHHBIM 1UarHo3omM BA
C y4€TOM OCOOEHHOCTEW (DOPMBI B OTHOIIEHUU (PUKCAIMUA CTATUCTUUECKUX CBEIACHUM:
«J45 bporxuanpHas actMay, B ToM uncie «J45.0 bpoaxuanbHas acTMa ¢ peo0aganueM
aJUIEPrUYECKOr0 KOMIIOHEHTa» (Y4YUTHIBAIUCh CymMMapHO); «J46 AcTMartuueckuid
CTaTyc».

Kpurepuu nHeBkiawuenus aias drana LI: ganasie ®CH Ne 12 (tex ke AIIL]
OJIHOTO OKpyra), BKJIOYAIOIIUME CBEJIEHHS O JeTsAX B Bo3pacte oT 0 go 18 mer 6e3

YCTaHOBJIEHHOTO AuarHosa bA.



71

®opmupoBanue BbIOOpKH. I3 ®CH Neo 12 na [ sranme m ans ganpHEHmero
CPaBHUTEIIBHOTO aHaln3a OBbUIM arperupoBaHbl CIEAYIOIIME CBEACHUS: KOJUYECTBO
MIPUKPEINICHHOTO HaceneHus Kk kKoHkpeTtHomy AIILl, pacnipenenenue no nony (rpada 4
«Bcero» u rpada 7 «woHommmy O@CH Ne 12) u Bo3pacty (tadmunbl 1 u 4 uz ®CH Ne 12),
roj ycranoBku auartHo3a BA (rpada 9 ®CH Ne 12). Ceenenust o nanueHTax rpadsi 4
(«Bceroy), rpad 5 u 6 (Bo3zpact 0—4 u 5-9 ner cooTBETCTBEHHO) HOPMUPYIOTCA M3
cTaTUCTUYECKuX TanoHOB (popma 025-2/y), comepKallluX 3aKIIOUUTENbHBIA JTUATHO3.
Cenenus ais rpadget 6 @CH No 12 (Bo3pact 5-9 net) hopMupyroTcst U3 KOHTPOIbHBIX
KapT nucnaHcepHoro HaOmonenus (dpopma 030/y) o OONbHBIX, HAXOIUBIIMXCS MO
JTUCTIAaHCEpHBbIM  HAONMIOJEHMEM Ha KoHell rojaa. Peructpanms 3a0oseBaHuit
OCYILIECTBIISIETCA MO JlaT€ POXKICHUS: €CIM B OTYETHOM TrOAy PEOCHKY HCIOJIHSIETCS
15 et (¢ 1 saBaps mo 31 mexalpsi), TO OH CYUTAETCS MOJAPOCTKOM, 18 JIeT — B3pOCIBIM.
[lepexon mamumeHTa W3 OJHOM BO3PACTHOW TPYMIBI B IPYTYIO (A Takke NEpPEHECECHHE
CBEJICHHI1) MMPOU3BOST MO TOJIy POXKIEHHUS, BHE 3aBUCUMOCTH OT JaThl (JHS U MeEcsIa)
POXKJIEHUST TOAPOCTKA, B Hayayie Tekymiero roja. Ilpu 3Tom Bcs paHee u3BeCTHas
3aboneBaeMoCTh narueHTa orpaxaercs B rpade 4 ®CH Ne 12 («Bcero»), U TOJIbKO BHOBb
BBISIBJICHHAs B TEKYyIIEM roAy — B MEpBUYHON 3aboneBaemocTu (rpadsl 6 u 7 mis
MOAPOCTKOB B cooTBeTCcTBYIONMX Tabnumax ®CH Ne 12).

[To BA 6butu yutensl ganHble Bcex AIIL] onHoro okpyra r. MockBbI (T. €. BCEro
JIETCKOTO HACEJIEHUSI, MPUKPETVIEHHOTO K TaHHBIM OPraHU3aIUsM).

XapakrepucTuka BbIOOPKH. 32 yKazaHHbIA nepuon, no nanHeiM @CH No 12,
OBLIM U3YUYEHBI CTATUCTUUYECKHUE JTAaHHBIE O 3a00JIeBaeMOCTH (M0 00paIllaeMOCTH) JeTel
BA, BeiOOpka coctaBuia 98 499 nereii (Bce aeTu, MpUKperieHHbIe K yeThipeM AlILL).

[To manapiM OCH Ne 12, cpemu 98 499 nereit, npuxperieHHbix k AlILL,
KOJIMYECTBO C BepupuiinpoBanHbiM auarno3om bA cocrasuio 1111 (1,1%) (Tabauma 5),
MpU 3TOM MaJbYHMKOB OKa3zayioch B 2,73 pa3za Gombie 71,5% u 28,5% COOTBETCTBEHHO

(95% N 2,39-3,11) (Pucynok 2).
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Tabnuua 5 — KonuuecTBo aeTeit ¢ HOATBEPKACHHBIM TUarHo3oM bA

Bce netn 310poB Act™ma p-value
n (%) 98499 (100,0%) | 97388 (98,9%) 1111 (1,1%)
Mo, n (%) JeBouKkn 51076 (51,9%) | 50759 (52,1%) 317 (28,5%) <0,001
’ Manb4yuku 47423 (48,1%) | 46629 (47,9%) 794 (71,5%)
Al 1 32446 (32,9%) | 32043 (32,9%) 403 (36,3%) <0,001
YupexaeHnue, AIIIT 2 29392 (29,8%) | 29018 (29,8%) 374 (33,7%)
n (%) Al 3 28405 (28,8%) | 28189 (28,9%) 216 (19,4%)
AIlIl 4 8256 (8,4%) 8138 (8,4%) 118 (10,6%)

[Ipumeuanue: OI: 2,73 (95% HAW: 2,39-3,11); unTepnperauus: HCCIEIOBAHUE IOKA3a10, YTO
y MaJIbYMKOB acTMa paszBuBaeTcs B 2,73 pasa uaimie, 4yem y aeBouek. OP: 2,7 (95% IAU: 2,37-3,07).
Pacnipoctpanennocts 3aboneanust 1,1% (n=1111)

abconwTHOE KONMUYECTBO A ETEA

Pucynok 2 — Pacnipenenenune nereii ¢ bA 1no nojsoBomMy npusHaky

317

AEBO4KM

754

Yo OT BCEX AEeTell

L)

Mano4nKn

felals]

(= LV e

28,53%

AN0

&V

LEBOHKM

71,47%

Manbo4YKn

CTaruCTHYECKM 3HAYMMBIX pA3JMYUui B MEAMAaHE BO3pacTa MEXAY IOJaMHU

HE OTMCYAJI0Ch.
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B 3aBUCHUMOCTHU

oT

TEHJIEPHOU

npuHamiexHocty 1 AIILL koppeanpoBano ¢ 0OIMMM YKUCIOM MPUKPETIEHHOTO AETCKOTO

HacenieHus U aeteit ¢ nuarno3om bA B mannom AIILL (Pucynoxk 3).
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Pucynok 3 — Konebanue nanupix pacupocrpaneHHOCTH BA y nereit u3 pazubix AIILL

Menuana Bo3pacTta JAeT€l C BIEpPBBbIE BBICTABICHHBIM (BEPUMUIIMPOBAHHBIM)
nuarao3oM BA B 2020 r. coctaBuna 9,9 roga, B 2021 r. — 10,3 roga, B 2022 r. — 12 jet
(Tabnuma 6); mpu 3ToM Bo Beex AIIL] Konm4ecTBO BHICTABICHHBIX AUArHO30B B Pa3HbIC
roJibl 3HAUMMO He oTinyanoch (Pucynok 3).

daktnuecku auarHo3 BA Obul BBICTaBIIEH y BCEX JIETE B CPEAHEM TOJIBKO

K 11 rogam (Tabmuma 6).

Ta6nuna 6 — Cpennuit Bo3zpact aeteit ¢ BA no nanasim ®CH Ne 12 3a 2020-2022 rr.

JAuaruo3 obL1
IMoka3areanb Bce netn 2020 2021 2022 BbICTaBJIeH | p-value
10 2020 r.
n 1111 128 145 397 440
?\j’[z%?;’g’ 11,1 9,9 10,3 12,0 11,0 - 0.001
. [8,0; 14,2] | [6,8; 12,4]| [7,15 13,1] | [9,0; 14.9] | [7.9; 14,9] ’
[Qi; Q3]
neBouku | 317 (28,5)| 41 (32,0) | 42 (29,0) | 103 (25,9)| 131 (29,8)
[Tom, n (%) 0,491
Manpuuku | 794 (71,5)| 87 (68,0) | 103 (71,0)| 294 (70,1) | 309 (70,2)
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Ha ocnoBanum BpisiBiIeHHBIX B nepuone 2020-2022 rr. TeHAEHIHMN K pOCTY Kak
YuCia BIIEPBBIE YCTAHOBIIEHHBIX IMAarHo3oB bA, Tak M Bo3pacTa IalMEHTOB, KOTOPBIM
JaHHBIA  OuarHo3 ObUI  YCTAaHOBJEH, Jajee Obul MPOBEAEH  YIUIyOJICHHBIN
PETPOCIIEKTUBHBIA aHAlW3 TMO3JHEW ITOCTAHOBKM JHAarHo3a bA 10 3JIE€KTpOHHBIM
MEIUIMHCKUM KapTam zeTel ¢ BepupuunpoBanoit bA B 2022 rogy.

Kputepuu Brioyenuss s drana LII: metm ¢ BrepBble BBICTaBICHHBIM
B 2022 r. pmmarHozom bBA («J45 DbponxuanpHas actmMa», B TOM YHCIE
«J45.0 bponxmanbHas acTMa ¢ npeoOJaJaHUEeM aJJIEPTUUYECKOTO KOMIIOHEHTay,
«J46 AcTMaTUUYECKUl CTATyC»).

Kpurtepun HeBxiarwdenus aasa drana LII: neru, kotopeim B 2022 r. He Obu1
BIIEpBbIE ycCTaHOBJIEH AuarHo3 bBA («J45 bponxuanbHas actMa», B TOM YHCIIE
«J45.0 bponxmanbHas acTMa ¢ npeoOJaJaHUEeM aJJIEPTUUYECKOTO KOMIIOHEHTay,
«J46 AcTMaTUUYECKUM CTATYC»).

Bri0opky coctaBunu 397 nereit, menuana Bo3pacta 12,0 [9,0; 14,9] nert, u3 Hux
neBouek — 103 (26%), manbunkoB — 294 (74%) (Tabauua 6). I3 HUX NalUeHTHI C JIETKOU
BA — 138 nereii (34,76%); cpennetsikenoit — 212 aereit (53,4%), TAXKEIOro TEYEHUS —

47 nereit (11,8%) (Pucynox 4).

m Jlerkas BA
= Cpennerspxenas BA

m Taoxenas BA

Pucynok 4 — Pacripeaenenue neteil B 3aBUCUMOCTH OT TsbkecTH BA (B %)
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[Tpu ananu3e JaHHBIX aHaMHE3a CPOPMUPOBAHHOM KOTOPTHI OBUIO YCTAHOBJIEHO,
4TO:
1)  oTaroiueHHas HACIEJACTBEHHOCTh MO aTonudyeckum 3aboneBanusm (AP, At/l, BA)
10 MAaTEPUHCKOW JIMHUM BbIsIBIIEHA y 34%, 1o nmuHuu otua — 18%, y o6oux poaurereneit

— 9% u He otsaromeHa y 7% nereit (PucyHnoxk 5).

100%

90% ¥ bin3kue poaCcTBEHHUKU

80% - 06

0o 9%, N a poauTens
ama

60% -

50% - / 34% = Hama

40% ® He orsaromena

30% -

20% -

10% -

0%

Pucynok 5 — OtaromnieHHas HacJlI€ICTBEHHOCTD 10 aTOMUYECKUM 3a00JI€BaHUSIM

2)  Cencubunuzamusi. Y OOJBIIMHCTBA JIeT€M BCEX BO3PACTOB Mpeodiagana
ceHcUOUNM3anus K ObITOBBIM ajuiepreHam. OjHako, y JeTteil a0 4-JIeTHero Bo3pacra
B 36% ciaydaeB OTMEUYEHO COYETAHHWE CEHCHOWIM3alUh K OBITOBHIM W MHUIIEBBIM
ameprenam. IIpu sToM mumeBas ceHcuOwIMalus y Aeted 1o 4-x jer Obula camoi
BBICOKOW IO CPaBHEHUIO C JETHMH JPYTHMX BO3PACTHBIX MepuoaoB. OTMeueHa mpsimas
KOppEeJsilus yBEIUYEHUS CEHCHUOWIM3AllUh K OBITOBBIM U TBUIBIIEBBIM ajliepreHam
c Bo3pactoM pebenka (p < 0,05). B wucciaegyemoit koropre paereiri ¢ bBA
PacpOCTPaHEHHOCTh CEHCUOMIN3AINY YBETUYUBACTCS B ICTCKOM M JI0 MOJIPOCTKOBOTO
BO3pacTa MpH OBTOM TMATePHbl CEHCHUOWIM3ALUU pa3IMYaIuCh B 3aBUCHUMOCTHU

OT Bo3pacTHOM rpynnsl (Tabnuua 7).



Tabnuua 7 — Cnektp ceHcuOunuzanuu y aereit ¢ bA B 3aBucMMOCTH OT Bo3pacTa
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Mokasa Bce netn | 0-4, 5-9, 10-14, | 15-18, p- g-
orazaterh (N=397)! [N=8' | N=95' N=171' [N=123! | value? | value?
Mox 0,526 | 0,526
- 103/397] 2/8 28/ |40/171|33/123
g (26%) | (27%) | 95(30%) | (24%) | (27%)
P 204/397| 6/8 | 67/95 113711/ 90 /123
(T4%) | (13%) | (70%) | (7600 | (3%)
Cencubuanszanus ObITOBast 0,433 | 0,519
e 163/397] 2/8 | 40/95 | 68/171 | 53/123
(41%) | 27%) | (42%) | (40%) | (43%)
SrevICTEHe 234/397| 6/8 | 55/95 110731/ 70/ 123
Y (59%) | (73%) | (58%) | (5000 | 57%)
CeHncuoOnanianusa 0.003 | 0.009
NbLIbIEBbIE ’ ’
N 206/397| 1/8 | 52/95 |89/171|65/123
HaJirHne (52%) | (14%) | (55%) | (52%) | (53%)
191/397] 7/8 | 43/95 [82/171|58/123
OTCyTCTBHE (48%) | (86%) | (45%) | (48%) | (47%)
CeHncuoOnanianusa 0369 | 0.519
MUIEepMATbHbIE ’ ’
e 111/397 | 1/8 | 28/95 [46/171 |37/123
(28%) | (14%) | (30%) | (27%) | (30%)
286/397| 7/22 | 67/95 112751/ 86 /123
oreyreTBue (72%) | (86%) | (T0%) | (730, | (70%)
0
CeHncuoOnanianus 0.045 | 0.091
rpulOKoOBbIe ’ ’
N 26/397 | 1/8 | 5/95 | 9/171 | 11/123
HaJirHne 6.6%) | (14%) | (53%) | (5.0%) | (9.3%)
S 370/397| 7/8 | 90/95 116721/ 111223/
(93%) | (36%) | (95%) | (9500 | (910%)
CeHncuoOnanianusa <0.001 | 0.002
NMUIICBbIC ’ ’
I 67/397 | 3/8 | 22/95 [21/171]21/123
(17%) | (36%) | (23%) | (12%) | (17%)
R 330/397| 5/8 | 73/95 115701/ 110223/
Y (83%) | (64%) | (T7%) | (g0 | (830%)
[Ipumeuanue: 'n / N (%);? Pearson's Chi-squared test; Fisher's exact test; * False discovery rate
correction for multiple testing

3)

y 3TuX Jerent Bepudunuposan B Bo3pacte 12,0 [9,0; 14,9] net (Pucynok 6).

[TepBrie nposiBnenus bO Bo3Hukin B Bo3pacte 3-x jet [1;7]. Ognako nuarao3 bA
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14

12 mer

12

10

m Bospacr nebrora 5O

® Bozpact nocTaHOBKU [UarHosa
BA

3 roma

Bospact nebrora O Bospact nocraHoBku
nmuarno3a BA

Pucynoxk 6 — Bo3pact nepBbix nposiBiieHuii bO u Bo3pact noctaHoBKH nuarHo3a bA
y AeTen

Pe3ynbTaThl JAHHOTO MOAYTaNa NPOUJUIFOCTUPOBAIIH, YTO Y IETEH C MPOSBICHUSIMU
BO, oTaromeHHONM HACIEACTBEHHOCTHIO 110 A3, HaJIMYueM CEHCHUOMIN3AIUHN
K pa3JIMYHBIM aJJIepreHaM NEepuoJ OT MOMEHTa MEPBBIX CUMIITOMOB JO YCTaHOBKH
OKOHYATEeJIbHOro JuarHo3a bA moxer coctaBisiTh 5,2 £ 1,7 rona.

Takum 00pa3om, Ha | sTame pabOTHl ObUIM MPOAHAIM3UPOBAHBI JAHHBIE JIETEH
Heckonbkux AIILl omnoro okpyra r. MockBbl (00miasi BeIOOpKa, B KOTOpPOH ObLIH
M3y4eHBbI CBeJIeHUs, cocTaBuia 98 499 nereit — Bce N1€TH, MPUKPEIUICHHBIE K YETHIPEM
AIILl). BaxHo, 4TO paccuMTaHHOE NpPHUKpEIJieHHe (0XBaT) JETCKOIO HaCEJICHUS
K MOJUKJIMHUYECKOU  MEIUIMHCKON  OpraHu3anu  (COOTHOILIEHHE  KOJUYECTBA
teneoHorpaMM H3 POAJIOMOB B TOJHMKIMHUKY MO MECTy MPONUCKH M 4YHuCia
HOBOPOXJIeHHBIX, npukpenupmuxcs Kk AIILl) mo nmannsiM 3a 2022 1. coctaBmio 87%;
MOJTYYEHHBIA MOKa3aTedb (C yUeTOM €CTECTBEHHON MHTIpAllMM HACEJICHHS Meramojuca
B 10-15%) no3BosisieT cuuTaTh pe3yabTaThl PEIEBAHTHBIMU B OTHOIIEHUH BCErO OKpyra.

Hecmotps Ha TO, 4TO HAOMIOa€TCSl yTOMYMBAs TEHCHIIMS K YBEJIMUCHUIO YHCIIa
BIIEPBBIE YCTAHOBJIICHHBIX NUAar€Ho3oB BA 3a mpoaHalM3WpOBaHHBIA MEPUO]] BPEMEHH,
oOmiast 3a00JIeBa€MOCTh OCTA€TCS HU3KOM, OJHAKO, COOTBETCTBYET O(UIIHAIBHBIM

JaHHBIM IIO T. MockBa B Te XK€ rogabl, KOTOPbLIC 3HAYMMO HMHIKC KakK Oq)HHHaHBHBIX
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3apyOeXKHBIX JaHHBIX, TAK U PE3YyJIbTATOB, KOTOPbIe ObUIM MOKAa3aHbl B 3apyOEKHBIX U
OTEYECTBEHHBIX AIUIEMUOTIOTHYECKUX UCCIETOBAHUSAX.

VYriyOaeHHbIH TPOCHEKTUBHBIN aHAIU3 KOTOPTHI JeTeld ¢ BA, KoTopbIM nuarHos
BIIepBbIE ObLT BbICTaBieH B 2022 roxay, mokasajl, 4TO OTCPOYEHHOCTb YCTaHOBJIEHUS
nuar"os3a bA mosket gocturathb ot 4 1o 9 jer.

OT0 MOXeT ObITh O00YCIOBIEHO KaK HEJOCTATOYHOM HAaCTOPOKEHHOCTHIO
MeIuaTpoB, MO3JHUM HaNpaBlI€HUEM K MPOPUIBHOMY CHEIUATUCTY (aJieproyiory),
HECOBEPUICHCTBOM aJITOPUTMOB MapUIPYyTU3alMA MEXKAY pPAa3IWYHBIMU YPOBHIMHU
3IpaBOOXPAHEHUs, TaK U CIOKHOCTbIO JUArHOCTUKU AJIJIEPTUUECKUX 3a00I€BaHUIA.

[Tomy4yeHHbIE pe3yJIbTAThl TOCITY>KUIN OCHOBAHUEM I PEATM3ALNU JaTbHEUIITNX
ATarmoB padOThl, TOMCKA MPUYUH TO3JAHEH TUArHOCTUKH BA M BO3MOXXHBIX pEIICHUM

BBISIBJICHHOU TIPOOJIEMBI.

3.2. MyJabTUMOPOUAHOCTH AJLJIEPIrUYeCKHUX 3200/ 1eBaHNH

Bo3M0xHOI TpuYnHOM, BIUAIONIEH HA 3aHIKEHUE MTOKa3aTenel 3a001eBaeMOCTU
(mo  oOpamaeMocTd) U YCIHOXKHSIONIEH  CTaTUCTHUYECKUW  Y4eT,  SABISETCA
MYJIbTUMOPOUAHOCTh (BakKHas (PEHOTUNMYECKAsT XapaKTEPUCTHUKA aIepPTrUYeCKOM
MaTOJOTHUH) — HAJIMYKE Y OJIHOTO MallMeHTa OJHOBPEMEHHO HECKOJIBKUX AUarHo30B (bA,
AP, ATJl, xpanmuBHUIIbI), TaK Kak (QuKcalusi BCEX [MArHO30B B JaHHOM CIydae
OCYILIECTBIISIETCS HE BCEr/la U MAIUEHT «HAXOJUTCS» HA UCIIAHCEPHOM HaONIIOJeHUU /
CTaTUCTUYECKU «YUYUTHIBACTCS» JUIIL MO OAHOMY W3 JIMarHO30B, KOTOPBIM YyKa3aH
OCHOBHBIM.

TepMUH «MyJIBTUMOPOMAHOCTHY H3HAYAIBHO HCIOJIL30BaICS Uisi 0003HAYeHUS
HaJW4usl ajNIepruyecKux 3a00JeBaHUM, KOTOPhIE UMEIOT OJUHAKOBOE Pa3BUTHE: aCTMa,
puHuT 1 AT/l. OqHaKo HeJaBHUE UCCIICIOBAHUA MOKA3bIBAKOT, YTO aCTMa, puHUT, AT/ 1
IgE-onocpenoBanHas muiieBas ajeprusi COMYTCTBYIOT POACTBEHHBIM XHUMHYECKUM
MeIuaTopaM BOCHAJEHUs, BbIpabaThiBaeMbIM JUMbonuTamMu T-xenmnepamu 2, UMEIOT
oO0l1Iie TeHbI U JJaXe JEMOHCTPUPYIOT CXO0XKHUE KIIMHUYECKUEe Xapakrepuctuku [39, 114].

HeonnokpatHo u yOeauTenbHO TIOKa3aHO, YTO TMAlMEHThI, cTpajawime bA,
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MOJABEPAKEHBI PUCKY PAa3BUTHS COMYTCTBYIOLIUX 3a00JIEBAHUM CO CXOKUM MEXAHU3MOM
BOCHAJIUTEIBHOTO Ipolecca.

B kadecTBe BEpOSITHOM MPUYUHBI TUMOAUMATHOCTUKM BA ObLIO MpoOBEnEeHO
PETPOCIIEKTUBHOE  OJHOMOMEHTHOE  HCCIEJOBAHME W  AHAIM3  3JIEKTPOHHBIX
MEIUIMHCKUX KapThl 970 ManueHToB ¢ JaHHOU maToyorueil. bpuio n3ydyeHo coueraHue
BA ¢ npyrumu A3 B pa3HbIX BO3pAaCTHBIX NEPUOAAX Y JIETEM.

Kputepuu BKJIIOYeHHMSsI: JaHHbIE DJJICKTPOHHBIX  MEIMIIMHCKUX  KapT,
BKJIIOUAIOIINE CBEJEHUsI 000 BceX JieTssX B Bo3pacTe oT 0 1o 18 jeT ¢ ycTaHOBIEHHBIM
nrarao3om bA «J45 bponxuanbsHas actmay, B ToM uncie «J45.0 bpouxuansHas actma
c mpeoONaJaHueM  alUIEPTMYECKOTO  KOMIIOHEHTa»  (YUUTHIBAIUCH  CYMMAapHO);
«J46 AcTMaTH4YeCKuM CTaTyc.

Kputepyu HeBK/IIOYEHHS: [[aHHBbIE U3 DJIEKTPOHHBIX MEAMIIMHCKUX KapT,
BKJIIOYAIOIINE CBEJEHUSI O JeTsAX B Bo3pacte oT 0 mo 18 mer 6e3 yCTaHOBIEHHOTO
nuar"osa BA.

Xapakrepuctuka Bceil BbIOOpku II 3Tama ucciaenoBaHus. beuin HU3ydeHBI
AJIEKTPOHHBIE MeauuuMHCKue Kaptel 970 perer B Bo3pacte ¢ 0 pgo 18 mer
¢ Bepu(uIupoBaHHbIM JuarHo3om bA.

Haunbonee yacto BA coueraercs ¢ AP (B 18% ciyuaeB), u npu 3ToM OTMEUaeTCs
MOCTENIEHHOE HapacTaHue nokazareneut 10 18 aet (¢ 9,1 no 19%). Coueranue BA u AJl
MPAaKTUYECKU OJMHAKOBO Yy JeTed Bcex Bo3pacTHeiX rpynm (3,5%), oJHaKo

HE3HAYUTEIBHO BBIIIE Y JIeTel nepBoIX S netT xku3uu [39] (Tabnuma 8).

Ta6nuna 8 — Coueranue paznuuHbix A3 y nereit ¢ BA u pacnpeneneHue rmo Bo3pacram

MoKasaTeis Bce netu 04, 5-9, 10-14, 15-18, p- q-
(N=970)! | N=22! | N=226' | N=420' | N=302! | value? | value’
AT/l 0,353 | 0,877
- 34/970 1/22 11/226 15/420 77302
(3,5%) (4,5%) (4,9%) (3,6%) (2,3%)
oTCyTCTBHC 936 /970 21/22 215/226 | 405/420 | 295/302
(96%) (95%) (95%) (96%) (98%)
AP 0,805 | >0,999
. 173 /970 2/22 40/226 75 /420 56 /302
(18%) (9.1%) (18%) (18%) (19%)
oTCyTCTBHE 797 /970 20/22 186/226 | 345/420 | 246/302
(82%) (91%) (82%) (82%) (81%)
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[Tponomxenue Tabnuubl 8
TMoKasaTers Bce netn 04, 5-9, 10-14, 15-18, p- q-
(N=970)! | N=22! | N=226! N = 420! N =302! | value? | value?
IMonannos <0,001 | <0,001
S 89/970 0/22 26 /226 51/420 12/302
(9.2%) (0%) (12%) (12%) (4.0%)
oTCcyTCTBIC 881/970 22/22 200/226 | 369/420 | 290/302
(91%) (100%) (88%) (88%) (96%)
Kpanusuna >0,999 | >0,999
S 4/970 0/22 1/226 2 /420 1/302
(0.4%) (0%) (0.4%) (0.5%) (0.3%)
966 /970 22/22 225/226 | 418/420 | 301/302
OTEYTCTBIC | (100%) | (100%) | (100%) (100%) (100%)
[Ipumeuanue: 'n / N (%);? Pearson's Chi-squared test; Fisher's exact test; * False discovery rate
correction for multiple testing

[lonyueHnnsle naHHble O codyeTaHun BA m npyrux A3 B pasHble BO3pacCTHbBIE
MepUOoAbl UMEIOT U HEKOTOpble ocobeHHoCcTU. Tak, B Bo3pacte 1o 4 net BA coueraercs
cAP u AT/, ¢ 5 no 9 nmer — Hapany ¢ A/l u AP, nosBiserca eumie v MOJUIMHO3 U

KpanuBHUIIA, U Jlaliee 3Ta TeHAeH1us coxpanseTcs 10 18 net (Pucynok 7 u Tabnuua 9).
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Pucynoxk 7 — Jlnarpama Ousniepa: couetanne A3 B pa3HbI€ BO3PACTHbBIC EPUOIbI
y nmanueHToB ¢ bA [39]

Takum o00pa3oMm, B KauyeCcTBE BEPOSITHON NPUYMHBI TMO3JAHEH JAMArHOCTUKUA U
runoAuarHocTuku bA y Jnereil mpoaHanu3upoBaHa MYJIBTUMOPOUAHOCTE A3 —
couetanne BA ¢ gapyrumum A3 B pa3HbIX BO3pacTHhIX nepuonax. [lokazaHo, 4TO

HauOonbiIee couetanue bA ¢ npyrumu A3 oTMedeHO y JieTell cTapiiero Bo3pacra.
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Tabmuua 9 — KomopOunnbele 3a0osieBaHUs, AMArHOCTUPOBAaHHbIE y nered ¢ BA
B Pa3IMYHbIC BO3PACTHBIE TIEPUOIBI

[Tokazarens Bce neru! 04, >, 10-14, 15-18, p- 4
N=22" | N=226' N = 420! N =302! | value? | value®
oa 0,526 | 0,526
-~ 256 /970 6/22 67/226 102 /420 81/302
26%) | @7%) | (30%) (24%) 27%)
MySKCKO 714/ 970 16/22 159/226 | 318/420 | 221/302
(74%) | T3%) | (70%) (76%) (73%)
ConyrcrByromas
aJuleprudecKkas 0,034
ATOJIOTHS
AP 129 /970 1/22 28 /226 527420 48 /302
(13%) | 4.5%) | (12%) (12%) (16%)
18 /970 1/22 4/226 9/420 4/302
AP+ AT]L (1.9%) | (45%) | (1.8%) | 1% | (13%)
AP+ AtJl + 47970 0/22 0/226 2/420 2/302
TomHos (0.4%) (0) (0) (0,5%) (0,7%)
AP + Tommmos 22 /970 0/22 8/226 12 /420 2/302
(2.3%) 0) (B.5%) | (2,9%) (0,7%)
ATl 3/970 0/22 1/226 2/420 0/302
(0,3%) (0) 04%) | (0,5%) (0)
At + 9/970 0/22 6/226 2/420 1/302
TomHos (0,9%) 0) Q7%) | (0,5%) (0,3%)
Kpanmsuiia 47970 0/22 1/226 2/420 1/302
(0.4%) 0) 04%) | (0,5%) (0,3%)
COHYTCiiTymHMX 727/970 | 20/22 | 166/226 | 304/420 | 237/302
e (75%) | ©1%) | (73%) (72%) (78%)
54/970 12 /226 35/420 77302
[Mommuo3 (5.6%) 0/22(0) (5.3%) (8.3%) (2.3%)
[Ipumeuanue: 'n / N (%);? Pearson's Chi-squared test; Fisher's exact test; * False discovery rate
correction for multiple testing

[Tomy4yeHHbIE pe3yIbTaThl aHAIN3a COYETaHUs A3 B pa3HbI€ BO3PACTHBIE EPUOIBI
y NalMeHTOB ¢ BA MOTyT SIBASTbCS BEPOSITHOM NMPUYMHON TUIO W/WIA OTCPOUYCHHOU
JMArHOCTUKH U HEKOPPEKTHOTO OTpakeHust A3 B ctaTuctuueckux popmax ydyera. Kpome
TOro, B aJUIEPTrOJOTUU CYIIECTBYIOT 3a00JIEBaHHUS, KOTOPHIE MOTYT MaCKHPOBATHCS
CXOKMMHM KJIMHUYECKUMHU TPOSIBICHUSIMU U  JHArHOCTHKAa KOTOPBIX TpeoOyer
HecTanaaptHoro noaxoaa. K takum Hozonorusim otHocutcss HAO, nns Bepuduxanuu
JIMarHo3a KOTOporo Tpedyercsi, B TOM UUCIe, YIriIyOJIEeHHOE T€eHETHYECKOE 00CiIeTOBaHNE

C MOCIEAYIOIIMM aHAJIM30M IMAaTOr€HHOCTH OOHAPYKEHHBIX MYTAIIH.
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3.3. Ana;u3 ocodeHHocTell nud epeHUMATBLHON THATHOCTUKH PeUUAMBHUPYIOIIAX

AHTI'HO00TCKOB

[IpakTuecku 000 TeUaTp Ha TMPUEME CTAIKUBAETCS C MalMEHTOM
¢ u3onupoBaHHbIMU AQO W/WUIU COMPOBOXKIAIOIMIUMUCA TPOSIBICHUSAMHU KPATUBHUIIBI.
AKTyanbHOCTh Ipo0JIeMbl BefieHus aetei ¢ AO cBs3aHa CO CII0AKHOCTBIO TUAaTHOCTUKH U
mudepeHnanbHOM TUArHOCTUKH, OTCYTCTBHEM YETKUX aJITOPUTMOB JEHUCTBUU Jis
Bpaueil B TOM WM MHOU cuTyauuu. PenunnBupyromiee, HEKOHTpoiupyemoe teuenne AQO
SBJISIETCS TSDKEJIBIM OpeMEeHEM [IJIsl MAIMEHTa U YJIEHOB €r0 CEMbU U CEPbE3HO BIIUSIET
Ha KOK [24].

JoBonbsHo yacTto AO nuddhepeHIupyoT OT APYTUX HO30JIOT UM, aCCOITUUPOBAHHBIX
C OTEKaMH Pa3JIUYHOTO MpOUCXOoXkJeHMs. K coxaraeHuo, OTCYTCTBYET aOCOIIOTHBIM
MPU3HAK, MO3BOJSAIOIMNA OTIHYUTh AQO OT OTEKOB, CBSI3aHHBIX C MNPUHLIHUMUAIBHO
apyrumMu npuurHamMu. [l03TOMy OOBIYHO MCHOJIB3YETCSI COBOKYMHOCThH MPHU3HAKOB,
xapakTepHbIX i AO: OH OOBIUHO HE HM3BA3BIAETCS; YaCTO HECHUMMETPUYHBIN;, HET
OTYETJIIMBOTO JIEUCTBUS I'PABUTALIMU; IBET KOXKHBIX IOKPOBOB HEM3MEHEHHBIN WJIM UMEET
MECTO yMEpEHHasl TUMepeMus; OOBIUHO MAlMEHTHl OUIYIIAIOT YIUIOTHEHUE, JIETKOE
OHeMeHue, 3y He TunnyeH. Kak npasuiio, AO ncue3aer CHOHTaHHO, 0€3 BOSHUKHOBEHUS
BTOPUYHBIX JIEMEHTOB [24].

AO omnpenensercss Kak JOKaJW30BAaHHBIM OTEK TIyOOKUX CJIOEB JEPMBI,
MOAKOXHOW W/WIM  TMOJCIU3UCTOM TKAaHU  BCIEJACTBHE JACHCTBHUS  Pa3IUYHBIX
Ba30aKTUBHBIX MeauaTtopoB [32, 178, 287].

B 3aBucumoct OT OHOJOTHYECKHM AaKTUBHOTO BEIIECTBA, KOTOPBIM UTpaeT
BEIYLIyl0O pOJIb B TaroreHese ero paszputusa, AQO kinaccupuuupyercs Kak
OpaIMKMHUH-OMOCPEOBAHHBIA WU TUCTAMUH-0MOCPEA0BaHHbIN. Upe3BhIuailHO BaXKHO
muddepennmpoBath 3T AO HE TOIBKO MOTOMY, YTO TEPANIEBTUUECKUE OIINU PA3IUYHBI,
HO U IOTOMY, YTO OpaIMKUHUH-0NIOCPEA0BaHHBIA AO MOXKET OBITh OMACHBIM JIJIS1 YKU3HU
U W3-3a OKU3HEYTpOXKAlollleW JIOKanu3aluu, W M3-3a OTCYTCTBUS  3ddekTa
OT TPAAULUOHHON MEIWKAMEHTO3HOW TEepanuh aHTUTMCTAMUHHBIMHU TIpernaparamu M

I'KC. Ognum u3 AO, B maroreHe3e pa3BUTHS KOTOPOTO Yy4acTBYET OpaJAMKWHHH,
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sBisercss HAO. Ocobennoctu nuddepeHnnanbHoi nuariocTukd AQO, onmocpe10BaHHBIX

pa3IMYHBIMU MeaAnaTopaMu npenacrasieHsl B Tabmuie 10 [178].

Ta6nuna 10 — uddepennmansuas nuarnoctuka AO

AO I'mcramMuH-onocpe10BaHHbIN e .
onocpe10BaHHBII
[1ponomKUTENIBHOCTD OTEKA 12-36 yacos > 36 yacoB
Ma (orpannueno HAO ¢
MaprunanbsHas 3pureMa Her Acuuurom Cl-nrudutopa u
MOYTH HE Ha0JII0JaeTcs Ipu
apyrux hopmax)
OpodapuHreanbHbIi 0TeK Ja Ja
Otek ropranu Penxo Yacro
AO1OMHMHAJIBHBIEC TPUCTYTIBI Her Ha
C4 /C1-uarudurop (ypoBeHb U HopMabHbLii Tedmmmr
byHKIHUN)
HacnenctBeHHOCTD Her, penko npucyTcTByeT Ha (75%)

HacnencTBeHHBI aHTMOOTEK C 1ePUIMTOM WUiIu (YHKIHOHAIBHON HE3PEIOCTHIO
Cl-unruburopa (C1-UHI'-HAOQO) sBisieTcss peakuM T'e€HETUYECKUM 3a00JIeBaHUEM,
BBI3BIBAEMBIM MyTauusimu B rene SERPINGI [287, 311].

[Tpu C1-MHI'-HAO I Tna MyTamum 0TMEYArOTCs Ha BCEM NMPOTSHKEHUU T€HA, YTO
MPUBOJUT K HU3KUM KOHIIeHTpanusaM C1-unrudburopa B kpoBu [32, 293, 320], B To BpeMms
kak npu CI-MHI-HAO II Thma MyTranuy BKIIOYAOT 3aMEIIEHHE OTHEIbHBIX
AMUHOKHUCJIOT, YTO BEJET K CHMKEHHOW aKTUBHOCTHU (pEpMEHTA IPH HOPMAJIBLHOM HWJIU
MOBBIIIIEHHOM ypoBHE KoHIeHTpanuu Cl-uarubutopa [32, 295]. CI1-UHI-HAO
HACIEQyeTCs I0 ayTOCOMHO-JIOMMHAHTHOMY THITy, HO B 25% ciy4daeB CeMEWHBIN
aHaMHE3 OTCYTCTBYET BCIICICTBUE BOSHUKHOBEHUS CIIOHTAHHBIX MyTanui [319].

Kpome 31oro, y psAzia manueHToB ¢ TPUBBIYHBIMHU PELUANBAPYIOIIUMHU 3MIU304aMU
AO OpuTM MACHTU(PUUUPOBAHBI MyTallMU JPYTUX TE€HOB 0€3 HapyUIEHUH CHCTEMBI
KoMIIeMeHTa u MyTanuil reHa SERPINGI, xortopble eme 0o0yiee YCIOXKHSIOT
IUArHOCTUYECKU ToMCK. Tak, OblUla yCTaHOBJIEHA B3aMMOCBA3b MYTallMd B TE€HAX
(daxropa cBepteiBanust XII (F XII), anruonostuna 1 (ANGPTI), nnazmunorena (PLG),
KUHAHOTE€HA 1 (KNG1I), MuodepauHa (MYOF), renapaHcyyibdar
3-O-cynbdotpanchepassl 6 (HS3ST6) ¢ pazsutuem HAO [3, 72, 148, 166, 176, 192, 193,
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319]. Bo MHOTHX CE€MBSX C YETKO YCTAHOBJIEHHBIM HACIIEICTBEHHBIM XapakTtepoM AQO
OTCYTCTBYIOT UJICHTU(PUIIUPOBAHHBIC HA CETOAHSIIHUNA JIEHb T€HETUUECKUE MyTallul —
ATOT BapuUaHT pacieHuBaroT kak HAO HensBecTHOM npupoas [37].

CoBpemeHHas KJIaccupuKaIus HAO OCHOBaHa Ha JTAaHHBIX
KJIIMHUKO-1a00paTOPHBIX METOJIaX UCCIEAOBAHUS U U3MEHEHUSX B PA3JIMUHBIX T'€HAX:

o HAO c gepunurom C1-UHT:

— HAO I Ttunma oOyclIOBIEH CHHXEHUEM KOJIMYECTBA M (YyHKUHOHAIBHOU
aktuBHOCTH Cl-mnruburopa B miasme (85 % Bcex ciyuaes HAO) [4, 55, 287,
288];

— HAO 1II Ttuma oOycClOBIEH CHHKEHHEM (PYHKUMOHAJIBHOW aAKTHBHOCTH
Cl-unruburopa, npu 3ToM ypoBeHb Cl-MHruOuUTOpa COXpaHseTcs B Mpelenax
HOpMBI vk noBbiieH (15 % Bcex cnydyaeB HAO) [4, 55, 288].

o HAO 6e3 nedurura Cl-unruburopa (0€3 NaTOJIOTUU CUCTEMBI KOMIIJIEMEHTA):

— HAO c myramnueit B rene XII dhakropa cepteiBanus kposu (HAO-F12);

— HAO c myrauueii B rene mazmunorena (HAO-PLG);

— HAO c myranueit B rene anruonodtuna 1 (HAO-ANGPT1);

— HAO c myranueit B rene kununorena 1 (HAO-KNG1);

— HAO c myranueit B rene muodepiuna (HAO-MYOF);

— HAO c myranueit B rene HS3ST6 (HAO-HS30ST6);

— HAO c neuzsectnoii mytanuei (UNK-HAQO) ycranaBnuBaeTcsi ipyd HOpMalbHOM
ypoBHe Cl-uHruéuTopa u ero pyHKIMOHAIBHON aKTUBHOCTH B CIIy4ae TUITUYHON
KIIMHUYECKOW KapTUHBI B COUYETAHUU C MOJIOKUTEIbHBIM CEMEUHBIM aHAMHE30M
[54, 55, 126, 245, 288, 319].

HAO 6e3 neduruta Cl-unrudburopa (ycrapesuiee HazBanue — HAO III tuma)
BCTpeUaeTcsl KpailHe PeaKo, UCTUHHAS €T0 PaclpOCTPAaHEHHOCTh Hen3BecTHA. [Ipu 3Toi
dbopme HAO ypoenp Cl-unrubutopa u ero (yHKIUOHAJIHLHONW aKTHUBHOCTH JHOO
HE U3MEHEHBI, TU00 CHIKEHBI He3HauuTenbHO [55, 140]. Jlanee B paboTe peub mouaeT

toibko 0 HAO ¢ HopManbubiM ypoBHeM C 1-uHruouTopa.



85

34. ,):[I/IaI‘HOCTI/IKa HaCJECACTBCHHOI'0 aHTHOOTEKA Y IleTeﬁ Ha aMﬁyJIaTOpHOM ITAIlC

K pa3Bututo o4eHb CX0XKeW KIMHUYECKON KapThuHbl AO MOTYT IPUBECTU Pa3HbIC
naroduzuonoruueckue npoieccel [24, 104], mosToMy nearaTpsl U IpyTrUe CeUaIuCThI
Py TEPBUYHOM OCMOTpPE MAaIMEHTa BO BpeMsi cOOpa aHamHe3a B MEPBYIO OYEpPEb
JOJKHBI 00paTUTh BHUMAaHUE Ha PSJ] XapaKTEPHBIX 0COOEHHOCTEH:

e AO Bcerna MOKHO 00ObEKTUBU3UPOBATH (3TO HE MPOCTO OUTYIICHUE);

e  AO Bcerza npoxoJUT B TEUEHUE HECKOJIbKUX CYTOK (B CpeHEM 2—5 CyTOK);

e AO Bcerma mpoxoauT OecciaenHo (To ectb Ha mMecte AO HE OCTarOTCS CIEIbI
TUNIEPIIUTMEHTAINY, OYary yIUIOTHEHUsI MIATKuX TKanei) [104, 243].

[lenuatpy u ApyruM crienHaIrcTaM npu cOOpe aHaMHe3a U NEPBUYHOM OCMOTPE
HYKHO TPOBOJUTH MU PepeHInaNbHYI0 TUATHOCTUKY C 3a00JI€BaHUSIMH, UMEIOIIUMHU
CXOXXHE€ KIWHUYECKHUE NPOsiBICHUA U umutupyrommuMu AQO (TCEBI0AHTHOOTEKH):
cungpom Menbkepccona-Po3enrtans, runotupeo3 (MHUKCeIEMa), CHUHAPOM BepXHEH
MOJIOM BEHBI, aHACAPKA W THIONPOTEMHEMUYECKHE OTEKU. B 3TOM cilyyae OCHOBHBIM
Mpu3HaKoM sBisieTcs JuTenbHOCTh AO. Ecnu oTex coxpansieTcs 0osiee HECKOIbKHUX
CyTOK, TO Auario3 AO mMeHee BEpOSITEH U HET OCTPON HEOOXOJUMOCTH HCCIIEeI0BaHUs
ypoBHsi Cl-unruduropa u ero QyHKIHOHAIBHOU akTUBHOCTH [41, 312].

Ha cnenyromem stanome nuddepeHunaibHON AUArHOCTUKU HY>XHO OTBETHUTH
Ha Bonpoc: «Kakoi meauarop BeizBas1 AO?» [41, 246, 248].

CymiecTByeT psj KIMHAYECKHX NPU3HAKOB, oTian4daromux AQO, BBI3BaHHBIX
MeIMaTOpaMU TYUYHBIX KJIETOK, OT AQO, BbI3BaHHBIX OpagMKUHUHOM. Tak, sl OTEKOB,
BBI3BAHHBIX MEIUATOPAMU TYUYHBIX KJIETOK, XapaKTepHbI a0COIIOTHO JIPYTHE TPUTTEPHI
(HampuMep, MUIIEBON MPOAYKT, JEKAPCTBEHHOE CPEACTBO, YKYC HACEKOMOT0), XOTS HE
BCErJla yJaeTcs BBISIBUTH MpoBouupyromuil ¢dakrtop [24]. Opnako He Bcerjaa
KIIMHUYECKUE MPU3HAKU SBJISIIOTCS AOCOJIIOTHBIMU KPUTEPHUSMU 7l MOCTAHOBKU WIIH
UCKIIIOYeHUs AuarHo3a. Hampumep, cunraercs, 4To Kilaccuueckue OpaiukuHuHOBbie AO
JOJKHBI OBITh XOJOJHBIMH, OJICIHBIMH W HE JOJDKHBI COMPOBOXKIATHCA 3yJI0M. Tem

HC MCHCC, TOJIbKO Ha OCHOBAHHU TOI'0, 4TO Yy IallMCHTA AO ropsa4uc, COIpoBOKIAOTCA
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3yJIOM M MOKPAaCHEHHWEM KOXKHBIX MOKPOBOB, UCKIOUUTh auarHo3 HAO Henb3sa [246,
303].

B nutepatype onucaHbl ciydau, Korja npuduHon pa3Butusi AO MOryT OBITh Kak
TUCTAaMUH, TaK U OpaaukuHuUH [234], mo3TOMY KIMHUYECKHE MPOSABJICHUS HE BCeaa
MO3BOJISIIOT TpoBecTd JuddepeHnnanbayo auarfoctuky. Ilomumo cammx AOQO,
npoBefeHust nuddepeHInaIbHON TUAarHOCTUKU TpeOyroT npyrue cumntombl HAO:
a0JloMUHaAJbHBIE  aTakWd, MapruHaibHas  dputrema.  KiumHuyeckas ~ KapTuHA
a0IOMUHAIBHBIX aTaK OYEHb MTOX0Xa Ha CUHIPOM «OCTPOTO XKUBOTa». [Ipu oTcyTcTBUU
MIPaBUJIBHOTO JUArHo3a JieueHue abJoMuHaNbHbIX TpucTynoB pu HAO yvacto npuBoaut
K HEHY>KHOM Olepaluu, a OTeK TOpTaHU MOXKET BbI3BaTh aCPUKCHIO.

MapruHaibHyl0 3pUTEMY HEO0OXOJUMMO OTJIMYaTh OT KpamnuBHULIBL. OCHOBHBIM
3JIEMEHTOM CBhINU NPU KPAIUBHUIE SIBJISIETCS BOJIBIPh. B oTiIMuYMe OT MapruHajIbHOU
SPUTEMBI BOJIIBIPH, KaK TMPABUIO, NPUNOAHITHI HAJ KOXEH H UX TMOSBICHHE
COIPOBOXKIaeTCsA 3y10M [216].

B Hacrodmee BpeMs B CYIIECTBYIOIIMX KIWMHUYECKUX PEKOMEHIALMAX JJIsS
neppuuHoi auarHoctuku HAO wunu nna BeisiBnenus puckoB HAO, pazpabotanb
JUArHOCTUYECKHE OPUEHTHPHI JUIsi Bpadell NEpPBUYHOIO 3BEHA (B HAIIEeM Clydae
nenuatpoB) (Tabmuma 11) [38]. [Ipu Hamuuuu TakuxX XapakTEPHBIX KIMHUYECKHUX
MPOSIBICHUM  HEOOXOIMMO  OCYIIECTBUTh  HE3aMEUIMTEIbHYI0  MapHIpyTHU3alUs
MalMeHTOB K aJuleprojiory-MMMYHOJIOTY  (CHEIMaIUCTy  BTOPOrO  YPOBHSA
3npaBooxpaHeHus). Ha crenyromem stame (Ha BTOPOM YPOBHE 3paBOOXPAHEHMS)
aJUIEPTrOJIOT-UMMYHOJIOT  OCYHIECTBJISICT  NAJIBHEWIINN  JUAarHOCTHYECKUM  TOHUCK,
BKJIIOUAIOIINI JTa0OpaTOPHOE U, IPU HEOOXOIUMOCTH, TEHETUUECKOE UCCIIEA0OBaHUE.

CoBpemeHHas KJIacCupuKaIus HAO OCHOBaHa Ha JTAaHHBIX
KJIIMHUKO-1a00paTOPHBIX METOJ0B MCCIEIOBAHUS M M3MEHEHUSX B PA3IMYHBIX T'€HAX:
HAO c¢ nedunurom Cl-uaruouropa (HAO I tuna, HAO II tTuna) u HAO ¢ HopMalibHBIM
ypoBHeM Cl-unruburtopa [37].

Huarnoz HAO I u Il tuna moaTrBepxkaaeTcs OMOXMMHYECKUM HCCIETOBAHUEM

IIOKa3aTcjiad CHUCTCMblI KOMIINIICMCHTA — I/IHFI/I6I/ITOpa CI—SCTepaBBIZ JUAarHOCTHYCCKHU
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3HaYMMoOe CHIKeHue ypoBHs Cl-uHruburopa u/min ero GyHKIIMOHATBHON aKTUBHOCTH

(6onee uem Ha 50% OT HOPMBI).

Tabmuma 11 — JluarHocTMYEeCKHE OPUEHTHUPHI, MO3BOJsAIONIME 3amono3putbh HAO
Ha MpHEME y Bpada-neauarpa

Bonpocsl Ja | Her
1. [ToBTOpSsItOLITMECS OTEKHU JHIIA, KOHEYHOCTEH (2—5 mHeit). OTek OeTHbIHA, TUIOTHBIN,
HE 3yJHT, 6€3 KpaMBHHIIBI

2. [ToBTOpstoLIMECS IPUCTYIIBI CHIIBHOWM OOJIM B )KMBOTE HESICHOTO TeHE3a
JUTUTENIHOCTBIO B CPEIHEM 2—5 HEeH, MOTYT poiiTu 6e3 JieueHust

3. BHe3anHoe nosBIIEHNE OJBIIIKH, 3aTPYJHEHHOIO AbIXaHMsI, U3MEHEHHE T0J10ca
(0OBIYHO COUETACTCS C OTEKOM IIIEH)

4. Hea(p(peKTUBHOCTH aHTUTMCTAMUHHBIX NIPENApaTOB, TIIIOKOKOPTHKOCTEPOHIOB IIPH
JICYEHHUU aHTHOOTEKa

5. Hanuuue cemeiiHoro anamue3a (0a0yIIKy/ e AyIIKH, POAUTENHN, CECTPbI/OpaTbs) /
CMEpTh OJIM3KHX POJCTBEHHUKOB OT OTEKa TOPTaHH

[Ipumeuanue: Nmpu IOJIOKUTEIBHBIX OTBETAX KaK MHHHMMYM Ha 2 BOIPOCAa MOXXHO BBICTaBUTh
npeaBaputenbHbiid quario3 D84.1 (HAQO) u npo1oKUTh TMarHOCTHYECKUN TTOUCK

Ha BTOpOM ypOBHE BBHITIOJTHEHUE MOJIEKYJISIPHO-TEHETUYECKOTr0 00Cie10BaHus
Heo0s3aTeNbHO, HO OOHApY)KEHHE MPUYMHHO-3HAUMMON MyTauuu B reHe SERPINGI
TaK)Ke moaTBepkaaeT auarxHos [38, 287]. Oxnako, mns Bepudukanuu auarHoza HAO
y AeTeil B Bo3pacTe 10 12 MecsleB, onpeaeieHrue KoinuecTBa M (YHKIIMOHATBHOMN
akTuBHOCTU Cl-mHrubuTopa y nerel MMeEeT HU3KYI0 JUarHOCTUYECKYH0 IIEHHOCTH:
MOTYT ONPEAEHATHCS KaK JIOKHOIOJOXKUTEIbHBIE, TaK W JIOKHOOTPULIATEIbHbIC
pe3ynbTathl. [loaTOMYy, ¥y 1eTell paHHEr0 BO3pacTa «30J0ThIM CTaHIAPTOM» JUATHOCTUKH
CTaHOBUTCSI TEHETHYECKOE UCCIIEeIOBaHUE. [JaHHOE TECTUPOBAHUE JOJKHO MTPOBOIUTHCS
y BCEX JeTed, Haxoasmuxca moj yrpo3or pa3Butus HAO, moToMy 4TO BBISIBICHHE
MyTalluid mMpu OECCUMNTOMHOM TEUYEHUHM 3a00JIeBaHUSI BIOCJIEACTBUU MO3BOJIUT
CBOEBPEMEHHO MHUIIUUPOBATH NpoPriiakTuueckoe jieuenue [32].

Kak y»xe yka3bIBaloCh BbIIlI€, HAMOOJBIIINE TPYJHOCTH BBI3BIBAET BEpHUPUKAIUS

nuarHo3a HAO c nopmanbsabiM ypoBHEeM Cl-uHruoburopa.
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3.5. 'eneTnueckne METOAbI THATHOCTHKHU HACJICACTBCHHOI'0O aHT'HO00TCKA

BrisiBIeHHE OCHOBHOTO T'€HETHUECKOTO Je(deKTa HUrpaeT peliamnly poib
B JICUEHWU  TAIMEHTOB, BKJIIOYas  JMArHOCTUKY, CEMEWHBbIE  HUCCIEIOBaHUS,
MIPOTHOCTUYECKYI0 MH(OPMAIINIO, MPEHATAIbHYIO IMATHOCTUKY, a TAKXKE CIIOCOOCTBYET
OoOHapy»XeHUI0 HOBBIX 3aboneBanuii. [lpm >TOM HEOOXOAMMO YUYUTHIBATH, YTO
y HAllUEHTOB MOKET OTCYTCTBOBATh IMOJOKUTEJIbHBIM CEeMENHBbIN aHaMHe3, MOCKOJIbKY
npuMepHO B 25% ciaydaeB MyTaluu Bo3HUKaroT de novo [179].

I'en SERPINGI, xonupytouuit uaruontop C1, nokanuzoBan Ha 11 xpomocome
(11q12.1). I'en BkiIrOYaeT 8 3K30HOB, 7 U3 KOTOPBIX KOAUPYIOT OETIOK, HE KOJUPYIOIIUE
UHTPOHHBIE 00JIaCTH, MPENCTABISIOT COOOM BBICOKYIO IIJIOTHOCTH MOBTOPSIOIIMXCS
Alu-371€MeHTOB, UYTO JENaeT TeH CKJIOHHBIM K JeienusaM u aymiukanuaMm. Cpeau
nedextoB B reHe, npuBoigmux k pazsutuio HAO I wmum Il tunos, 20% ciyuaes
00yCTIOBJIEHBI TAKUMH YaCTUYHBIMU JCJICHUSIMU WU AYTUIUKAIUSIMU, TPAHUIIBI KOTOPBIX
yarie Bcero HaxoasaTcs B npeaenax Alu-nosropos [270]. Tak, nanpumep, eme B 2001 r.
onucanbl crnopaguuyeckue ciydan HAO, npu KOTOpBIX HE ObUIM BBISBJIEHBI TOUCUHbIC
MyTaluu B 3k30Hax rena Cl-unruduropa, oJJHako 0OHApYKEeHbI Aeneruu de novo, B TOM
qucJie JieNenust 5K30Ha 4, Aeselus 3K30H0B 5 U 6 U, TO-BUAUMOMY, MOJTHAs JACJICIUs TeHa
[265]. B cBsi3u C BbIlIECKA3aHHBIM, JJIsI MAIMEHTOB C KIMHUYECKUMHU IPOSIBICHUSIMU
HAO wu cHuxkeHueM ypoBHS WIH (PyHKIUMOHAIbHOM akTuBHOCTH Cl-mHrmbuTopa
B IJIa3M€ B KAa4eCTBE MEPBOHAYAILHOIO CKPUHUHTA, MEpe]l CKPUHUHIOM Ha TOYEYHBIE
MyTalluM, PEKOMEHAYIOT MOUCK MPOTSHKEHHBIX Aeneruil/nymnukauii. [lpu otcyTcTBUM
MO3UTUBHBIX PE3yJbTATOB TAKOTO aHalih3a OCYIIECTBISIOT MOUCK TOYEYHBIX 3aMEH,
a TAaK)K€ KOPOTKHUX JIeNICHUi/MHCepIUA, B KOJMPYIOIIMX 5K30HAX M Ha TpaHUIaxX
AK30H-UHTPOH I'€Ha METOJI0M CeKBeHHpoBaHus 1o Crnrepy. Eciu B ykazaHHBIX permoHax
HE yJAaeTCs BBISIBUTH MYTalluu, 0Opa3ell HampaBisIlOT HA MOMCK HU3BECTHBIX MYyTallMid
B renax F12, PLG, ANGPTI, KNG, MYOF, HS30ST6.

MynbTuniekcHass Juraij-3aBucumasi amruindukanus 3ouaa (Multiplex ligand-
dependent probe amplification, MLPA) ucnons3yercst sl BBISBICHUS TPOTSHKEHHBIX

Jenenuid Wih NyIJIMKauid reHa. AHalau3 BBIMOJHSETCS C HCIOJIb30BaHHEM Habopa
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SALSA MLPA P243 SERPING1 (MRC Holland, Hunepnannbl) B COOTBETCTBUU
C MHCTpYKuMsiMu npousBoautens. [Ipencrasnser co00il MOTYyKOIMYECTBEHHBIA METO,
OCHOBaHHBIM Ha aMmruidukanuu 10 60 30HIO0B, KaXIbli U3 KOTOPHIX OOHApY>XKUBaeT
onpeneneHHyto nocnenorarenbHocth JJHK. MeTon Haunnaetcs ¢ neHarypanuu oopasia
JHK, 3atem nobasnsiercs cMech 30H10B MLPA, KabIil U3 KOTOPBIX COCTOUT U3 ABYX
UIu Tpex onuronykieoruaoB. Korma ruOpuausaiusi BCeX OJUTOHYKJICOTHIOB
c oopasnom JIHK 3aBepiena, 30u1b1, cBsi3anHble ¢ 00pa3uom JIHK, nurupytorces. Bee
JUTUPOBAHHBIE 30H/ABl aMITU(DUIIUPYIOTCA C HUCMOJIb30BAHUEM YHUBEPCAIBHOU Maphl
npaiiMepoB [P, oquH u3 KOTOpBIX (GIyOpECHEHTHO MApKUPOBAH. DTO MPUBOJUT
K MOJyYeHUI0 HA0Opa YHUKAJIBHBIX JUJISl KaXJ0ro 30HAa aMIUuIukoHOB IILIP, kaxmwrii
co cnenu(PUIHON NPOTKEHHOCTHIO0. AMIUTUKOHBI Pa3/IeNiOTC MO JJIWHE Ha mpudope
IUIsl KamuispHoro snektpodopesa. [lonydennas snektpodoperpamma, crenudpuyHas
Ui 00paslia, aHAIM3UPYETCSs C TOMOIIbI0 CHEIUATU3UPOBAHHON MPOTPAMMBI
Coffalyser.Net. = CpaBHuBas  3iekTpodoperpamMmy  aHalu3UpyemMoro  ooOpasia
c anekTpodoperpamMMoii Habopa KOHTPOJBHBIX OO0pa3IoB, OMPEACISIOT KOJIMYECTBO
F€HOMHBIX MUIIIEHEH, MPUCYTCTBYIOMIMX B MHTEPECYIOIIEM O00pas3lie U, TEM CaMbIM,
BBIBJSIIOT HAJIMYWE JEJIeUnid Wiau Ayummkanui B reHe. Meron MLPA nHe mo3zBosser
OOHApPYX UTh TOUCUHbIE MyTAIlMHU, a TAKXKE OOJTBIIMHCTBO HHBEPCUH, COaTaHCUPOBAHHBIX
TPAHCIOKAIMI WM U3MEHEHUM 4ucia Konmui ¢(parMeHTOB I'€Ha, KOTOpbIe (YACTUYHO)
JeXar 3a mpenesaMu MociaeAoBaTeNIbHOCTH, 0OHapyx eHHoM 30Ha0M MLPA. Mwmeercs
TaKxke psia PakTopoB, KOTOPHIE MOTYT MOBIUATh HA KAYECTBO U IOCTOBEPHOCTh aHAJIN3A.

CrnemyeT OTMETHUTB, YTO HE BCE ACNEIUU/ Ty TUTMKAIINY SBIISIOTCS MATOTEHETUUECKU
3HAYMMBIMHU, METOJ] HE€ MOXKET MPEIOCTaBUTh HH(POPMAIUI0O O TOM, MPUBEACT JIH
KOHKpETHas JAeNeluss WM Aymnkauus K 3aboneBaHuto. OJgHaKo, U3BECTHO, 4YTO,
HarpuMmep, UHTPOHBI 3 U 4 cojepkaT HECKOJbKO Alu-moBTOpPOB, KOTOpPHIE MOTYT
BBI3bIBATh HETOMOJIOTHUYHYIO PEKOMOMHAIIMIO, MPUBOJAIIYIO K Jefenuu 4 3K30Ha WIH
K genenuua 3k30HOB 1—4 [190]. B 1O ke BpeMs H3BECTHO, YTO Jejenus 3K30Ha 4
HaXOJUTCSI B paMKe CYMUTHIBAHUS M MPUBOAUT K OOpa3oBaHMUIO O€lKa, KOTOPBIM
YIAEPKUBACTCS B SHIOIUIA3MATUYECKOM PETHUKYIYME U HE CEKPETUPYETCA TOJIKHBIM

obpazom [310]. Hdenenus 5 sK30Ha COXpaHSIET PAMKy CUUTBHIBAHUS, KOAUPYS OEIOK
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p.-Asp229 Ser296del, B KOTOpOM OTCYTCTBYET II€HTpaJibHasi YacTh KOMIAKTHOTO
cioxkeHnHoro qomena Cl-unruburopa [125], 4to, BeposiTHO, BBI3bIBAET Ae(EKT oI IUHTa
U JIErpaJialifio, CBSI3aHHYIO C AHAOMIaA3MaTUUECKUM PETUKYITYMOM.

[Ipu oTcyTcTBUM B pe3yjibTare aHaiu3a 00paslia, MOJYYEHHOTrO OT MallUeHTa
¢ HAO, npoTsbkeHHBIX Aenennii Wik AyIUIMKalunuid, Ha3HA4aeTCsl CEKBEHUPOBAHUE T'e€HA
SERPINGI no CaHrepy.

CexBenupoBanue o CIHTEpy UCMOIB3YETCs Ji1 CEKBEHUPOBAHUS KOIUPYIOIIEH
obnactu (3K30HBI 2—8) U TpaHUIl FK30H-UHTPOH (MUHUMYM * 20 HYKJICOTHIOB) reHa
SERPINGI. B o0mieM Buje NpeacTaBiaseT coOO0M METO aHaan3a MOCIEA0BATEIbHOCTH
JIHK, ocHoBaHHbIii Ha caydaiitHoM BikiatoueHun JIHK-nmonmumepasoini Bo Bpewms
pemmkanuun  JIHK in vifro 3aBepmarommx unens JHK auae30kcHHYKIE€OTHIOB
C OCJIEYIOIINM JJIEKTPOPOPE30M, B HACTOSAIIEE BPEMSI DIIEKTPOPOPE3 OCYIIECTBIISIETCS
B KaWJULIPHBIX sSYEHKaX FeHETUYECKUX aHaIM3aTopoB (cexkBeHaTopoB). Kiaccuueckuii
METOJl TeEpMUHALIUK 11enHu TpeOyeT oaHouenoueunoro mabdnona JJHK, JIHK-npaiimepa,
JNHK-nonmumepasbl,  00buHBIX  Je3okcunykieoruarpudocparoB  (ANTP) u
MoauduIMpoBaHHbIX  aAuae3okcuHykineotuarpudocharos  (ddNTP), mnocnennue
U3 KOTOPBIX TepMUHUPYIOT yinuHeHue uenu JJHK. DT HykneoTuasl, 3aBepliaroiine
uenb, He umeroT 3'-OH-rpynnei, HeoOxoguMon s oOpaszoBanus hochoaudpupHoit
CBSI3U MEXAY JABYMSl HYKJI€OTHIaMU, B pe3ynbTaTte yero JJHK-nmomumepasa npekpaiaer
yanuHenue JTHK npu Bxmtouennun moauduiupoBannoro ddNTP. ddANTP moryt ObITh
PaIMOaKTUBHO WIH (DIIyOPECIIEHTHO MOMEUEHBI JJIsI OOHAPYKEHUSI B aBTOMATUYECKUX
CEKBEHUPYIOIINX MalllMHAX. CexBeHupyromias peakius OCYILIECTBIISIETCS
C UCIIOJIb30BAaHUEM B KayeCTBE MATPUIIbl OYHUINEHHOTO MPOAYKTa aMIUTU(UKALIUU
Ha crieniupUUecKuX MpaiiMepax U HCMOJb3yeT B KauyeCTBE 3aTPaBKU OJMH M3 TaKUX
npaiiMepoB. Bce koaupyromiye aHaau3upyemble (pparMeHThl IPU 3TOM CEKBEHUPYIOT
B JIByX HampaBieHusX (mpsMoM u oOpaTHOM). J{is aMIuiuuKauu M mociaeayonero
CEKBEHUPOBAHUS KOJUpPYIOled o0nactu (3K30HBI 2—8) W TpaHUIl K30H-UHTPOH IeHa
SERPINGI W3BECTHO HECKOJIBKO KOMIUJIEKTOB MPAMEPOB, UCIOJB3YIOIINXCS PA3HBIMU
naboparopusiMu Mupa. Yaimie Bcero, €cid HE HUCIHOJIb3YIOTCS JOMOJHUTEIbHBIE Maphl

HpaﬁMepOB, MCTOJ HC IO3BOJISICT MCCICA0OBATH PCTYJIATOPHBIC obiacTh u FJ'IY6OKI/IC



91
WHTPOHHBIE MOCIEOBATEILHOCTUA T€Ha, TO €CTh HEKOTOPhIE MYTAIlMM MOTYT OCTaThCS
HE BBISIBJICHHBIMU.

[Ipn aHanu3e TMOJYYEHHBIX HYKICOTHUAHBIX TMOCJEAOBATEIBHOCTEN  JJIA
0003Ha4YeHUs BBISIBJIEHHBIX MYyTaIlMi Yale BCEro UCMOIb3YIOT HOMEHKIATYpy MyTallUid,
COOTBETCTBYIOIIYI0  pexkoMeHmamusM  Human  Genome  Variation  Society
(http://www.hgvs.org/rec.html): mpu 5TOM BK30HBI HYMEPYIOTCS CHUCTEMAaTUYECKH,
pacrionarasi MHUIIMUPYoui kogoH MmeTuoHnHa (ATG) B sk30HE 2, epBbIA HYKICOTH]T
(A) nnunuupytromero kogona metuonnna (ATG) nocnenoBarensHocTu kJIHK (HOMEp
noctyna GenBank NM 000062.2) sBusercs HYKJICOTHIAOM HOMEpP OJIMH, IS
AMUHOKHUCJIOTHBIX TO3ULIMI Oellka B HYMEpPAIMI0 BKJIOUYEHbl 22 aMHUHOKHUCIOTHI
N-KOHIIEBOI0 OCTaTKa CUTHaJILHOTO nentuaa [199].

XOoTd TNOTEHIUANbHO KaxJas MyTallusi MOXET OKa3aThCid NaTOT€HETUYECKU
3HauyuMoM s pasButuss HAO, HeoOXoauM MOMOJHHUTEIBHBIM aHalW3, B TOM YHCIIE,
HarpuMep, AaHAMHECTHYECKUU W/uiau OuoumH(POpMATHUECKUN, HJig OIpeeeHuUs
MaTOr€HHOCTH BIIEPBBIE BBISIBICHHBIX MyTaluid. B To ke BpeMs, HU3BECTHO Ooiee
430 mytanuii B rene SERPING 1, nnst KOTOPBIX ONMCaHa MAaTOT€HETUYECKAs! 3HAUNUMOCTb.
Tak, Hanpumep, P MyTalui TPUBOISAT K MPEKIEBPEMEHHBIM CTON-KOJJOHAM HAPSIMYIO
WU CO37aBasi CIBUT pPaMKH CUMUTHIBAHUS MOCPEACTBOM AYIUIMKAIMUA WU JIeJCUU
OJIHOTO HYKJEOTHAAa. TpaHCKPHUIITHI, COAEPKAIIUE MPEKICBPEMEHHBIE CTOM-KOJOHBI,
pacrosioxxeHHbsie Oojiee yeM Ha 50 map HYKJICOTHAOB BBIIIE TMOCIEIHET0 WHTPOHA,
CKJIOHHBI K Jerpajaiuu u3-3a O0eccMBbICIEHHOTo omnocpegoBaHHoro pacnaga MPHK,
B pe3yJIbTaT€ 4YEro OCTaeTcs Majo (WM COBCEM HE OCTAETCs) TPAHCKPUIITOB IS
npou3BojicTBa O6enka [179]. Onucanbl TakXke MyTallMU CAUTOB CIUJIaiCUHTa B UHTPOHAX,
MPUBOJIAIIME JENeIUU IEIbIX AK30HOB (Hampumep, ¢.889+3A > T B uHTpoHE 5),
Y 3aMEHBI, PaBHO CIIOCOOHBIE BBI3BATh KaK 3aMEHY aMHHOKHUCIIOT, TaK U aOeppaHTHBIM
CIJTAMCHHT 3a cUeT MOJAU(HUKAIIMM JOHOPCKOTO caiiTa crialicuara (Hampumep, ¢.550>A
B 9K30HEe 3) [241].

OTnenpbHOrO0 BHUMAHUSA 3aCIyKMBAIOT MyTallMH B 8 3K30HE, KOTOPBIA KOAUPYET
28 C-KOHIIEBBIX AMUHOKUCIIOT, XapakTepHbie 1jist HAO Il tuna. Tak, W3BECTHBI MyTalluH,

MIPUBO/IAIIME K TOSIBICHUIO YKOpoueHHOTO Oenka Cl-uHruburopa, JUIIEeHHOTO BaXKHOU
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peakTuBHOM  neHTpasbHOM  metin  (Arg466—Thr467) u,  COOTBETCTBEHHO,
muchyHkiuuonansHoro [241]. Jpyrue cemb MyTanuid B HSTOM D3K30HE MPUBOJIAT
K UI3BMEHEHUI0O  aMUHOKUCIIOT, /IS TaKuX MYTaHTOB TIOKa3aHO HapyllICHHE
BHYTPUKJIETOUYHOT'O TPAHCIOPTa, MpU 3TOM JAePEKTHbIE O€IKM HAKAIUTMBAIOTCS WIH
JErpaIupyI0T B OCHOBHOM B 3HJOIUIA3MAaTHYECKOM PETUKYIYME U HE CEKPETUPYIOTCS
[310].

[Ipu oTcyTcTBUM B pe3yjbTare aHaiu3a 00paslia, MOJYYEHHOTrO OT MalUeHTa
¢ HAO, myramuii B rene SERPINGI, peKOMEHIYETCS HCCIEAOBAHUE HA HU3BECTHBIC
MyTallUH IIECTH T€HOB, C KOTOPBIMU JIOKa3aHa CBs3b C pa3BUTHEM 3a00JI€BaHMUS.

HakannuBaronuecss B MOCJIEIHUE TOMbl JIaHHBIE CBUJIETEIBCTBYIOT O TOM, YTO
HAO Henb3s paccmaTpuBaTh Kak MOHOT€HHOE 3a0o0jeBaHHe, MO KpailHeH wmepe
yacTuyHO. [[prurHa KTMHUYECKON N3MEHYMBOCTH MPOSIBIICHUM, B TOM YHCIIE CBSI3aHHOM
¢ Bapuantamu SERPINGI, MoxeT ObITh OTHECEHa K reHam-Moaudukaropam, T. €.
sdpdexram, NOpUUMHAMU ~ KOTOPBIX  SABJSIOTCS  JAPYrH€  TE€HBbI, HU3MEHSIOIIUM
(heHOTUNHYECKU pe3yIbTaT HOPMAJIbLHOIO WM MyTaHTHOTO Bapuanta SERPINGI [181].
K Ttakum remam oTHocsTCA, B ToM uucie, 12, PLG, ANGPTI1, KNGI1, MYOF, HS30ST6.

Hcnonw3oBanue cekBeHupoBaHusi 1mo CoHrepy, a Takke METOAOB TapreTHOU
amnenb-crenupuunon [P u rubpuanzanuu mo3BoiseT BhISBIATh B YKa3aHHBIX T€HaX
MyTallul, KOTOpPbIE OMUCaHbl Kak cBsizaHHbIE ¢ pa3ButueM HAO. OnHako BBISBICHHE
HOBBIX T'€HOB, CBfA3b 3a00JIEBaHUSI C KOTOPHIMH BO3MOXXHA, TAKUMHU METOJaMU MaJjo
OCYILIECTBUMO. B CBSI3U ¢ BBIIIECKa3aHHBIM, MPU OTCYTCTBUU BBISIBICHHBIX HU3BECTHBIX
MyTallui B TaKUX TeHaX NAlUEHTY MOXET OBbITh HA3HAYEHO IOJHOTC€HOMHOE WIH
MOJTHO?K30MHOE CEKBEHUPOBAHUE.

[TonrHOT€HOMHOE CEKBEHHUPOBAHUE Win BBICOKOIIPOU3BOAUTENHHOE
CeKBeHUpoOBaHue cienyromiero nokoynenus (Next-Generation Sequencing, NGS) moxer
MIOMOYb B MOKPBITHU HEJIOCTAIOIIECH YaCTH Hallero noHuManus naroreseza HAO. Oto
rpylmna METOAOB ONpEACNICHUs HYyKIeoTUaHOM mnocnenoBarenbHocty JHK u
pubonykiennoBoi kucinotel (PHK) nnga mnomyuenust QopManbHOro OMUCAHUS €€
MEPBUYHOM CTPYKTypbl. TexHomoruss MetonoB NGS 1o3BONSET «IIPOUYUTATH)

CAMHOBPEMCHHO Cpa3y HECKOJIbKO YH4aCTKOB I'€HOMA, YTO SABJISICTCS I'JIABHBIM OTJIMYHMCM
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oT Oojee paHHUX METOJNOB cekBeHHpoBaHUA. NGS ocCylecTBIsSE€TCS C MOMOILIBIO
MOBTOPSIIOMIMXCST IUKJIOB YJIMHEHUS 1€MW, UHAYLUUPOBAHHOTO MOJIUMEPA30M, WIH
MHOTOKPATHOT'O JIMTUPOBAHUS OJUTOHYKICOTHAOB. B x01e NGS MoryT reHepupoBaThCcs
70 cOTeH Meraba3 u rurada3 HyKJICOTHIHBIX MOCIEI0BATEILHOCTEW 32 OJUH padounii
nukia. Ilpu sToM B Hacrosiiee BpeMsi CYIHIECTBYeT OoJjiee JeCATH TEXHOJOTHM
MOJTHOTEHOMHOTO Y TOJHOAK30MHOTO cekBeHUpoBaHUs. C UCMOIb30BaHUEM 3THUX
METOJIOB TOJIBKO 3a MOCJIEHUE TOJIbI BHISBICHBI 1I€CTh T€HOB, OMUCAHHBIX BBIIIE, JJIS
MyTallui KOTOPBIX MOKazaHa CBs3b c pazsutuemM HAO (F12, PLG, ANGPTI, KNG,
MYOF, HS308T6). Kpome toro, moaxoasl NGS mo3BoJMIIM paclio3HaTh JBa HOBBIX
MaTOre€HHBIX TIYOOKMX MHTPOHHBIX Bapuanta SERPINGI [150], koTopbie MOMOJIHWIH
OTHOCHUTEJIIbHO KOPOTKHUM CHUCOK TIJIyOOKHUX HHTPOHHBIX BapUaHTOB, BBI3BIBAIOIINX
3a0oneBanuss [309]. CnucoK HOBBIX T€HOB, a TaK)K€ MATON€HETHYECKH 3HAYUMBIX
MyTalui B yke nmokasasmux cBsizb ¢ HAO renax, Oyaet pactu [186].

HecoMHeHHO, 3HAUUMYIO POJIb UTPAET UHTEPIIPETALIUS TOJYUYEHHBIX PE3YIbTATOB
Y BBISIBICHHBIX MyTaluii. CpaBHUTEIBHO HEJIABHO, B COOTBETCTBUU C PEKOMEHIAIUSIMHU
Mex1yHapOoJHOTO KOHCEHCYCA IO KCMOJIb30BaHUI0 TeHEeTUKH B jeueHun HAO, 4ToOs
O0JIETYUTh KJIMHUYECKYIO JUArHOCTUKY M aJalTUPOBaTh €€ K MapaJurMe TOUYHOU
MEIUIIMHBT W TEHETUYECKHMM TecTaM Ha OCHOBE CEKBEHUPOBAHUS CJEAYIOUIErO
nokoneHus, A. Mendoza-Alvarez et al. (2020) Obu1 pa3paboTaH HHCTPYMEHT
TreHEeTUYEeCKOM aHHOTAlMM, Ha3BaHHbIM aHHoTauuen Oa3pl naHHbix HAO (Hereditary
Angioedema Database Annotation) [210]. OgHako, B yka3aHHOH 0a3e NPUCYTCTBYIOT
MPEUMYIIIECTBEHHO T€ MYyTaIlMH, YTO YK€ OMUCAHBI KaK MaTOr€HETUYECKU 3HAYUMBbIE WIIH
cBsi3aHHbIE ¢ pa3BuTueM HAO.

JInsi mepBUYHOTO BBISIBIICHHS] HOBBIX MyTallMid B TeHaX, CBsI3b KOoTOphix ¢ HAO
M3BECTHA, a TAKXKE ISl TEHOB, JJIsl KOTOPBIX TaKas CBSI3b HE OIMKCaHa, Ha TOMOIIh MOTYT
OpUUTA  MEeTOAbl  OMOMH(GOPMATUYECKOTO  aHaIKW3a, MO3BOJSIONIME  OIEHUTH
NOTEHIUAIBHYIO MATOr€HETUYECKYI0 3HAYUMOCTh BBISIBIEHHBIX BAPUAHTOB in Silico.

Pe3yabTaThl COOCTBEHHOT0 HCCJIEI0BAHUS

Marepuanom sl Halero MCCIEAOBaHUS CIYXUIU 00pas3lbl IEIbHONH KpPOBH,

nojyuyeHHsle oT 23 nanuenToB ¢ cumntomaMu HAO 6e3 cHukeHust ypoBHEUW v PyHKIIUH
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Cl-unaruburopa ¢ orcyTcTBUEM U3MeHEHHH B reHe SERPINGI st udydeHus MyTaiui
B reHax, orBeTcTBeHHbIX 3a HAO c¢ HopmanbHbIM ypoBHeM Cl-uHruburopa u ux
MOTSHIIMAJIBHON ITaTOr€HETHYECKON 3HAUYNMOCTH B rmaroreHese HAO.

Janee onucanbl HECKOJIBKO HaOOIee HHTEPECHBIX CIIyUYaeB, PE3yIbTaThl KOTOPHIX
OBLIIY MOTYYEHBI B pAMKaX YKa3aHHOTO aHaJIN3a.

Cpenu mpeacTaBleHHBIX O0Opa3IoB OJWH ObUI MOJYy4YeH OT mamueHTku 14 jer
(Ha MOMEHT Hayana oO0cCJe[oBaHUs), Yy KOTOPON BIIEpBbIE MpPHU aHAIU3E PE3YJIbTATOB
MOJTHOPK30MHOTO  CEKBEHHUpPOBaHMsSI  Oblla  BBISBICHA paHee HE  OMNUCaHHas
muccenc-myTtanuss  NC 000010.10:2.95093020C>T B 42 »sk30ome reHa MYOF
(m3opopma A) [3]. MyTanusa TPUBOIUT K 3aMeHE AapruHUHA Ha TIyTaMUH
B 1590 mozumuu (p.Argl590GIn, rs201619869). IlaumenTka SBISETCS HOCUTEIEM
MYTAIUU B T€TEPO3UTOTHOM COCTOSIHIH, YaCTOTA BCTPEYAEMOCTH MYTALIUU B NOMYJISILIUH,
cornacHo 6a3zam naHHbix National Center for Biotechnology Information (NCBI),
coctaisieT 0,00006.

[Ipn anHanmu3e TKaHEBOW cHelU(UUHOCTH C UCHoib30BaHUeM ProteinAtlas,
HauOonbiiasi BeIpaxkeHHOCTh dkcnpeccun PHK MYOF u Genka mokazaHa B KOXe,
MPOKCUMAJILHOM OT/IEJIE JKEJIYJOUHO-KUIIIEYHOTO TpaKTa (BKJIIOYAs MUILIEBO/I, CIFOHHBIE
KeJIe3bl), OpraHax penpoyKTUBHON CUCTEMBI.

o O1eHKa BIUSHUS TOUEUHOW MYTallMK Ha CTPYKTYpy Oenka

OOHapyxeHHass MyTalusi MPUBOJAUT K TOMY, YTO BMECTO apruHUHA (OCHOBHAas
kuciotra) B mo3unuu 1590 mosiBisercss ruapoduiibHas aMUHOKUCIOTa MEHBIIEro
pa3mepa. MouekyisipHas Macca 1 00beM TiryTaMuHa coctanisieT 146,14 Jla u 143,8 A3,
B TO BpeMs Kak ISl aprMHUHA XapakTepHsbl Apyrue 3HaueHus: 174,2 Jlan 173,4 A3 [202].

BBenenue HOBOW  aMMHOKHUCIOTHI  MPHUBOAUT K  HW3MEHEHUIO  3apsjaa
C MOJOXKUTEIIBHOTO HA  HEUTPANbHBIM M  W3MEHEHHUIO MHAEKCAa THUAPONATUU
aMUHOKUCHOTHI ¢ - 4,5 no - 3,5. Ocratok auKoro tuma oopa3zyeT BOJAOPOIHYIO CBS3b
C TUPO3UHOM B nosiokeHuu 1593. Pa3Huia B pazMepax MexIy OCTATKOM JUKOTO THUNA U
MYTaHTHBIM OCTaTKOM MPHUBOJUT K TOMY, UTO HOBBIM OCTATOK HE HAXOIUTCS B HY>KHOM
MOJIOKEHUH 11 00pa30BaHUsSI TOM K€ BOJOPOJHOM CBSI3M, UTO U UCXOJHBIA OCTATOK

nukoro Ttumna. Kpome TOro, ocraTok IHUKOTO Tuma oO0pa3yeT CoOJIEBOM MOCTHUK
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C TIlyTaMUHOBOM  kucimoTol (1588  mo3uums) ¥ acmaparuHOBOM — KUCJIOTOMU
(1631 mo3unus). Ilo ganubiM nporHo3a PremPS npu 3aMene apruHuH Ha TIyTaMUH
IIPOMCXOJNUT HAPYUIEHNE HOHHBIX U ABYX MOJIAPHBIX CBA3EH C aCIaparnHOBOW KUCIOTOU
B 1631 no3unuu. Busyanuszanus cBsizeil BHyTpH Oejika JUKOIO M MYTaHTHOTO THUIA

npejcraBicHa Ha Pucynke 8.

Glu1588 Glu1588

= [napodobHblE CBA3N [MonapHble cBA3U MOHHblE CBA3K

Pucynok 8 — Buzyanuzamus cesizeit B iukoM (Argl590) u mytantHom (GIn1590) Genke
g no3unuu 1590 nmo nanaeiM PremPS

o [Iporno3upoBaHue BIUSHUS TOYCYHON MyTallMu Ha CTAOUIILHOCTH OelKa

OueHka BIUSHUS BBISBICHHONM MHUCCEHC-MyTallMM Ha CTaOMJIBHOCTH Oeka
MokKaszajga, 4YyTo MNpU BBeAeHUM TiyTaMuHa B 1950 mosumuio cTaOMIbHOCTH Oenka
CYIIECTBEHHO cHWXKaercs. Tak, mo gaHHeiM MUpro ctaOuibHOCTH O€lKa MOKET
CHM3UThCA Ha -1,21 kkan/Monp (OLIEHKHU: MalllMHA OIMOPHBIX BEKTOPOB = -1,
HelpoceTs = -0,99), aHaTIOrMYHOE 3HAYCHHE TI0 CHMIKEHHUIO CTAOMILHOCTH OeliKa OBLIO
MOJIy4YeHO W Tpu ucnosib3oBanuu [-Mutant Suite: DDG coctaBuno -1,21 kkan/moinb
c RI 8.
° O1eHKa NaTOreHeTUHYECKON 3HAUMMOCTH TOUEUHOW MyTallu1

[lo pe3ynbTaTaM aHadu3a C HCIOJIb30BAaHUEM BCEX TpeX BeO-pecypcoB
muccerc-myTaiusa NC 000010.10:2.95093020C>T B rene MYOF 6blia onpeiesieHa Kak
naroreHeTuyecku 3Haummasi. Ouenka mnporHo3a s PolyPhen-2  cocraBuia
HumVar = 0,953 u HumDiv = 1,000, nnst PhD-SNPg = 0,967. Ilo nanasim BeO-pecypca

MutationTaster2021, ananuzupyemas MyTalus MOXXET NPHUBOJAUTH K HAPYIICHHUIO
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¢dbyukimonupoBanus nomena C2F 3a cuet Bnusinug Ha no3uiuu 1816 (Phosphotyrosine),
1915 (Phosphoserine), 1945 (Phosphoserine). Kpome TOro, BO3MOXHBI HapylIeHUs
TpaHCMEMOpaHHOTO peruoHa B mno3urusax 2026-2046 u HagMeMOpaHHOrO peruoHa
B no3unusax 2047-2061.

[Ipu olleHKE KOHCEPBATUBHOCTHM AMUHOKHUCIOTHOW TMO3UIMK MYyTallUM U €€
BIIMSIHUS Ha O€JIOK ¢ UCToJb30BaHueM BeO-pecypca MutationTaster2021 Oblna moka3aHa
BBICOKAsl KOHCEPBATMBHOCTh AHAIM3UPYEMOW MO3UIIMHU y Pa3IUYHBIX BUJIOB >KHBBIX
OPraHu3MOB, a TaKXe OIMpPEIEICHO, YTO u3MeHeHus B jomeHe C2F B nuanaszone 1538—
1638 aMUHOKHUCIOTHOW TMOCIEIOBATENIbHOCTU TMPUBOJUT K yTpaTe (GYHKIUU W/UIU
0coOeHHOCTH Oelika yka3aHHOW oOnacTu. B Xone aHanm3a ObUIM NOJIyYEHBI JTaHHBIE
0 TOM, 4YTO BBISIBIEHHAsI MyTanust coorBercTByeT no3unuu 149 051 renomnuont IHK n
MPUBOJUT K U3MEHEHUSIM B CIUTANICUHTE, YBEIUUUBAsI IOHOPHBIN CailT.

BbIBOA: TPOBEIEHHOE HAaMHU UCCIENOBAaHUE CBHUJECTEIBCTBYET, YTO PEIKHE
MyTtauuu B reHe MYOF moryt ObITh 3ajeiicTBoBaHbl B maTtorenese HAO, mpoBomupys
OTEKU 3a CUET PA3IUYHBIX KacKaJoB OMOXuUMUUecKux peakuuil. [lo Hammm gaHHBIM
HoBast wmucceHc-myTauust NC _000010.10:2.95093020C>T  (p.Argl590GIn) naxe
B F€TEPO3UTOTHOM COCTOSIHUM MOKET pacCMaTpUBaThCsl KaK IMATOTCHHAs Yy JIUI
¢ kimuan4yeckumu cumnromamu HAO [3].

AHanu3 00paslioB, NOJYYEHHBIX OT JBYX HE POJICTBEHHBIX NallMEHTOB,
AeBOYKH 13 jeT M MajabuukKa 2 JieT, CO CXOAHBIMU MPOSIBICHUAMHU 3a00JI€BaHMUS:
JIOKanu3aius OTeKa MPEUMYIIECTBEHHO I'y0 U S3bIKa, MEPUOJUYECKU OOJU B KUBOTE,
HapylIeHUs CTyJia, TMPOSBICHUS XEWUIUTa M CXOJHBIE CTPYKTYpHbIE W3MEHEHUS
CIIM3UCTOMU Ty0.

W B TOM, U B Ipyrom 0o0pasiie BbISIBIIEHA MUCCEHC-MyTalus B 7 3k30He reHa F12
B romo3urotHoM cocrosiuun NC _000005.9: g.176831826 C > G (rs17876030),
NPUBOJSIIAS K AMHUHOKHCJIOTHOM 3aME€HE allaHWHa Ha nposuH B 207 1o3unuu
npemnpomnporenHa ¢akTtopa cBepTthiBaHus KpoBu XII. YacTtoTa BCTpeyaeMOCTH JaHHOU
AMUHOKHCJIOTHOM 3aMeHbI B 00meMupoBoi nomyssiiuu no naHHeiM NCBI cocTtaBisier
0,019, B €BPOMNEUCKOMN MOMYJISALIUU - 0,013

(https://www.ncbi.nlm.nih.gov/snp/rs17876030) [266].
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o BiusgHue MucceHc-MyTaluu Ha CTPYKTypy Oenka F12

Haunubie The International Immunogenetics Information System (IMGT)
MOKa3ajyu, 4TO 3aMe€Ha aJlaHWHA Ha MPOJMH MPUBOJUT K YBEIUYEHUIO MOJICKYJISIPHOU
Maccol (¢ 89 mo 115 Ma), yBenuuenuto koiaumyectBa atoMoB (¢ 13 mo 17 atomos),
YBEIMUEHHIO MOJIEKYIIpHOro oobema (¢ 88,6 mo 112,7 A*3), yBenuueHuio TMHEHHOTrO
pa3mepa (¢ 0,485 mo 0,559 HM) M CHIDKEHUIO MHJIEKCAa THAPOMATHU aMHHOKHCIOTHI
(c 1,8 (rumpodobHas kucmora) 1m0 -1,6 (HeWTpanbHas KUCIOTA)). DTU PE3yJbTAaThl
CBUJICTEIIbCTBYIOT O TOM, YTO MECTOMNOJIOKEHUE MHCCEHC-MyTallud CO3/1aeT
3HAQUUTENbHBIN CalT B3aUMOACHCTBHUS C JPYTMMHU TMO3UIUAMH WM MOJIEKYyJIaMH,
NOTEHIMAIBbHO JIMOO yxyamas, aubo ymyumas ¢yHkouto Oenka. Taxxe ciemyer
OTMETUTh, YTO MHUCCEHC-MYTallusi HAXOJUTCS B siipe Oejika, B YaCTHOCTH B JIOMEHE
EGF-like 2, koTopsiif urpaet kiiro4eByro poiib B aktuBaiuu Oenka F12 [170, 201, 237].
Xors mo3unusa 207 He  COXpaHseTcs, OHAa HaXOJIUTCS  MOOJIU30CTH  OT
BbICOKOCOXpaHsieMol mo3uinuu (Pucynok 9). Ota 0au30CTh K TaKOMY KPUTUUECKOMY
CaliTy 3aciyKMBaeT BHUMAHUS, YYUTHIBas, 4YTO THAPO(OOHBIE AMUHOKUCIIOTHI,
pacIoNoKeHHbIEe B sifpe Oelka, WUrpalT KIIYEBYI0 pPOJb B MOAJAECPKAHUH €ro
cneuuduyeckoir  kondopmanuu [307]. CnemoBarenbHO, U3MEHEHHUE HHJEKCA
TUAPOIATHH HA 3TOM 3Tare MOXKET MOTEHIIMAIBHO BbI3BaTh CJIBUT B KOH(GOpMaIuu Oeka.
Onupasch Ha 3TH Pe3yabTaThl, Mbl MPEIOIaraéM, 4To CTPATErHYECKOE pa3MelleHue
ATOM MyTallMy MOXET MPUBECTH K aIalITUBHOMY U3MEHEHUIO aKTUBHOCTU Oenka. Kpome
toro, pe3yabratei HOPE B coBokynmHOCTH KiIacCUPUIUPYIOT MHUCCEHC-MYTaIUIO
NC _000005.9: g.176831826 C > G kak NMaTOreHHYI0, 4TO OOBICHSAETCS HE TOJBKO €€
OJIM30CTHIO K KOHCEPBATUBHOM MO3UIMHU, HO U MaryOHbIMU U3MEHEHUSIMU, KOTOPhIE OHA
BHOCHUT B O€JIOK.
o [Iporno3upoBaHue BIUSHUS MyTallMi HAa CTAOMIBHOCTh OelKa

CornacHo mporao3am, TEPMOJUHAMHUYECKasi CTAOMIBHOCTh MyTaHTHON MOJIEKYJIbI
Oenka cHU3WIAach B aAuanazone oT -1,63 mo -0,54 kkan/monb (Pucynok 9). Ml
MpeIoiaraéM, 4To Takue KojeOaHus CTaOMJIbHOCTH MOTYT MPUBECTH K HAPYyIICHUIO
KOH(POPMAIMOHHON CTAaOMIBHOCTU Oeyika, ero (QyHKIHUOHANbHOW aKTUBHOCTH W

CHeI_[I/I(l)I/I‘-IHOCTI/I BO BSaHMOﬂCﬁCTBHHX CJIMrangaM U JpyrumMu 6I/IOMOJ'ICKYJ'IaMI/I. Takum



98
o0pa3om, IpeCTaBICHHAs aHAIUTUYECKas OIICHKA BIUSHUS MYTAllMU Ha CTA0OMILHOCTh
OeJika MO3BOJISIET MPEANOI0KUTh, YTO MucceHc-myTanust NC _000005.9: g.176831826 C
> (G MOKET MOy TUPOBaTh GyHKIIMOHAIBHBIE CBOMCTBA O€JiKa U er0 KOH(OPMAIIUOHHYIO
CTaOUIBHOCT.
o [Iporuo3upoBaHre MaTOr€HHOCTH TOYEUHBIX MyTallUM

[TepBonauanbHbie BBIBOJBI U3 SNAP2 npenmonarany, 4yTo MyTanusi MOKET ObITh
HeltpanbHoi (Pucynok 9). Opnako, yuuthiBasi oneHKy SNAP2 -19 B coueranuu
C O)KMIAEMOM TOYHOCTBIO 57%, MBI NpPEANojgaraéM, 4TO MHCCEHC-MyTalus MOKET
OKa3aThCs MATOTCHHOM.

Jlnst Gonee riry6okoro, Oosee 1eTaabHOrO aHAJIW3a BIMSHUS MUCCEHC-MYyTallMU Ha
0estok ObLT MCIoNb30BaH BeO-MHCTpyMeHT MutationTaster (Pucynok 10). Pe3ynbrarsl
MOKA3bIBAIOT, YTO 3aMEHA ajlaHMHA Ha MPOJUH B NMO3UIUU 207 MOXKET U3MEHHUTHh CAWUT
cruaicunra (Pucynok 10A) u BbI3BaTh 3HAYUTENbHBIE MOJAU(PUKAIIUN B TTOCIEAYIOIINX
no3unusx Oenka. CoriacHo mporHo3zam MutationTaster, 3T H3MEHEHHS B cailTe
CIUIaiCUHTa TPH BBEJCHUM MHCCEHC-MYTallMM BIHSAIOT Ha no3uiuio reHomHon JIHK
4760 Ha cTbike 3K30H-UHTPOH (cugc|GACG), 4To NMPUBOJUT K yBeIUUeHHUIO Acc (OIleHKa
Mutation Taster: aukuii Tun 0,56, mytantasiii Tun 0,77) (Pucynok 10A). Ha ocHoBanuu
ATOTO aHaNM3a HaOJroJgaeMble MOJIU(PUKAIIMUY MOTYT YCUJIMBATh aKTUBHOCTb 3K30HA 7,
B KOTOPOM Obljla UACHTU(DUIIMPOBAHA MHUCCEHC-MyTalus. JTa aMIUIUPUKAIUS UMEET
MOTEHIIUAJIbHBIE TOCIEJACTBUS JIsI AJbTEPHATUBHBIX MEXAHU3MOB CIUIAMCHUHTA, YTO
MIPUBOJIUT K ALY Pe3yIbTaTOB, TAKUX KaK MPOU3BOJACTBO aOEPPaHTHBIX TPAHCKPHUIITOB
MPHK, u3smenenus crabunsHoctn MPHK u reneparust pasiauuHbix u3odopm Oenka,
HEKOTOpBbIE U3 KOTOPHIX MOTYT ObITh HE(PYHKIHOHAIBbHBIMH WU JIEMOHCTPUPOBATH
m3meHnennble Pynkuun (Pucynokx 10b) [131]. [IpuMeuarenbHo, 4TO cClienyeT OTMETUTD
pe3yNbTaThl BIUSHUS MUCCEHC-MyTalldd Ha Jpyrue MO3UIMU OenKa, YTO MOXKET
MIPUBECTH K BO3MOXKHOU MoTepe (PyHKIMH HEKOTOPBIX PErMoHOB. B wacTHOCTH, HalM
HaOJIIOJIEHHsT YKa3bIBAalOT Ha M3MEHEHUsI B TaKUX BaXHBIX JoMeHax, kKak Kringle
(217-295), Pro-rich (296-349) u B no3uiuu 328, B KoTOpoil MyTanuu cBsizanel ¢ HAO

¢ HOpMalbHBIM YpoBHEeM C1-unruduropa [110].
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Prediction of free energy changes for Ala207Pro mutation in

Protein F12 the F12 gene
mCSM -0.69 RANGE
-1.63 < AAG <-0.54
SDM -0.57
= —
8 3 DUET -0.54
g 8
Wide-type Mutant-type = T  Mupro_0 -0.90
(Alanine) (Proline) = g
Missense mutation = E  Mupro_2 -0.73
NC_000005.9: g.176831826 C > G = ‘%
@
s I-Mutant2.0 -0.92
Type of mutation: Affects: -
Position stability = |
¥ = = Protein functional activity Mipro1 L
-1.5<AAG<1.5 AAG <-1.5 Ir ctic 1s of 'A iles T T T T T
neutral destabilizing within the protein v o 0.2 0.6 -1 1.4 1.8

AAG, kcal/mol

Rl iR R R B TR PR R AR AT

Pathogenicity assessment of amino acid replacement
in positions 180-235 in the F12 protein, amino acid sequences

The Ietter designatlon of amino acids wild type

g A -100
= r
E N
E 2 2
e %
« Q
g - g
S e
£ H
g o
E x
s
s M Jus [ B
= (E) Position Ala207Pro §
8 s Score: -19 8
g T Expected Accuracy: 59% E2
M |
2 v ; 100
Or— N MO ~NODONO

— e Y v — — —

MM AR A A SNNNNNSNNNSNSS

B Amino acid positions in F12 protein

Pucynok 9 — Brniusinue 3amensl Ala207Pro Ha ctabuiibHOCTH TeHa F'12 1 MaTOreHHYI0 3HAYMMOCTh. A — TPOTHO3UPOBAHUE
M3MEHEHUI CBOOOAHON 3HEPTUH NpHu 3aMeHe aMMHOKHUCIOTH Ala207Pro B rene F12 (NC_000005.9: g.176831826 C > G) Ha
CTaOMJIBHOCTB O€JIKa, MPOaHATN3UPOBAHHOE HECKOJIBKUMU OMOMHPOPMATUYECKUMH HHCTPYMEHTAMU OLIEHKH CTa0MIBHOCTH
oenka, Takumu kak: mCSM, SDM, DUET, MUpro_0, Mupro 2, [-Mutant2.0, Mupro_1. b — Bu3yanu3anus noTeHIHAIbHON

NaTOr€HHOCTU TOYEYHBIX MyTanuil B rene F12 Ha ocHoBe pecypca SNAP2. BepTukaiibHble U TOPU30HTAIBHBIE OCH OTOOpPaXaroT
OJIHOOYKBEHHBIE KOJIbl aMUHOKUCIIOT. L{BETOBOM I'paIuEHT OT YEPHOTO K KPACHOMY MJUTFOCTPUPYET BIMSHUE KaXKIOW 3aMEHBI:
HEUTpanbHO (CUHUI Mana3oH), 0€3 U3MEHEHUsS] aMUHOKHCIIOTHI (UepHBIN), OTpULIATEeNIbHBIN 3P (deKT (KpacHbIN quara3oH)



100

Location of the missense mutation mRNA splicing
Exon8 s

e— Exon 6 Exon 7 '

chr5:176831826 (GRCh37.p13)
Intron 5 Intron 6 Intron 7 Intron 8

Position in mRNA: near exon-INTRON junction
wild type mutant type
gce uuc uge | GAC GUG cce uuc uge | GAC GUG

mRNA sequence:
pro phe cys | ASP VAL

e} Protein sequence: ala phe cys | ASP VAL

gene F12
MutationTaster's Scores
wild type mutant type Exon 7
DNA Ala207Pro (exon 7) 0.56 increase in 37.5% 0.77 becomes strong
B 5 S
) [ 1\ ' : " I\ Exon5 Exon6 Exon|7 Exon8
AL NG normal splicing
/\ /\ /\ normal splicing ~ #* P
>
mRNA Ala207Pro alternative spli Exon5 Exonl7 Exon8

alternative splicing , » " .
Exon 6
- o >

Modifying the interactions of the F12 protein with other

Production of diverse F12 Modulation of the F12
protein isoforms protein expression biomolecules
4 Disruption of
‘ bradykinin
‘ realization
J cascade
Reaul i . & Development
modiefei‘:\; t;gﬁ?g?::)"“y Interactions with regulatory Interactions with of HAE
proteins: F11, PLG, SERPING1,  non-coding RNAs symptoms
N KNG1, CP3, C1QBP, etc.
=
v Changes in F12 Changesin F12

gene expression protein functions

mRNA of F12 mRNA's stability

b
Pucynoxk 10 — Ananus 3amensl Ala207Pro B rene F'/2 u ee NOTeHIMAIBHBIX 3(PPEKTOB. A — JTOKaIU3alusl MUCCEHC-MYTalluU U
aHaJIu3 €€ MOTEHIMAIbHOTO BIHSHUA Ha npouecc crutaiicuara MPHK. b — n3yueHne n3MeHEHHBIX pe3yJIbTaTOB CIUIAMCUHTA,
INOTEHIUAJIBHO BBI3BAHHBIX MUCCEHC-MyTaluen
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KpoMe TOrO, KOHCOMMAMPOBAHHOE TMPEJCTABICHUE MNATOTEHHOCTH MYTallWH,
MOJIyYEHHOE C MOMOIIbI0 pa3inuyHbiX matdopmMm, Takux kak PhD-SNP, PolyPhen-2,
PROVEAN, Mutpred2, SNAP2, MutationTaster u [-Mutant Disease (Pucynox 11A),
OTOOpaXaeT CIEeKTP: B TO BpeMsl KaK HEKOTOpPble MHCTPYMEHTHI YKa3bIBalOT Ha €€
n00pOKauYeCTBEHHYIO MpUPOAyY, Ipyrue, Takue kak [-Mutant Disease (IR 6) u HOPE
(omenka 1,14*10-6), yka3plBalOT Ha €€ MOTEHIMAIbHYIO MAaTOT€HHOCTh. OTHU
HETPAJUIIMOHHBIEC TTPOTHO3BI YKA3bIBAIOT HA CIOKHOCTh UHTEPHPETAIIUU T€HETUYECKUX
MyTalluid U MOJYEPKUBAIOT HEOOXOJUMOCTh MHOTOTPAHHOIO MOJX0Ja JUIsi UCTUHHOIO
MMOHMMAHUS UX TOCJIEICTBUH.

Takum  o0Opa3oMm, O3TH pe3ylbTaThl MOJYEPKUBAIOT  MPEINOTOKUTEIBHO
MAaTOrEeHHYI0 TMPUPOAY MyTalldd W TOJYEPKUBAIOT HEOOXOAMMOCTh €€ OyIyIIuX
yIIIyOI€HHBIX KIMHUYECKUX UCCIIEIOBAHUM.

. N3meHeHne B3auMOACICTBHUIM BO BTOPUYHON CTPYKType 1enu A Oenka F12

WN3mMeHeHns: BO BTOPUYHOW CTPYKType Oelika MOTYT HPHUBECTH K CEPbE3HBIM
MOCJEACTBUSM JJI €r0 (PYHKIIMOHAIBHOCTH M CTaOWIbHOCTH. B wacTHOCTH, niis Oenka
F12 nenp A urpaer KJIO4eBYIO pOJib B €ro OMOJOTHYECKOW aKTUBHOCTH. BHYTpu 3TOM
e W3MEHEHUS BO BTOPUYHOM CTPYKType MOTYT BIHSITh Ha €€ NaTTEepPHBI
CBOpAUYMBaHMS, YTO MPUBOJUT K MOTECHIIMAIBHBIM CTPYKTYPHBIM U (PYHKIIMOHAIBHBIM
paznuuusiM. Takue OTKIOHEHHUSI MOTYT BO3HUKATh M3-3a TaKuX ()aKTOPOB, KaK TOUCUHBIC
MyTallUl WU TOCTTPAHCISAIUOHHbIE Moaudukanuu. [loaToMy nerarpHOEe TOHUMaHHE
ATUX B3auMojiecTBui B 1ienu A Oenka F12 numeeT BaxkHOE 3HAUEHUE, TOCKOJIBKY J1a)Ke
HE3HAYUTEIbHBIE OTKJIOHEHUSI MOTYT CYHIECTBEHHO BJIMATH Ha 0011y 3PHEKTUBHOCTD
0eJiKa 1 ero B3auMOJICHCTBUE C IPYTUMHU MOJIEKYJIaMHU.

[TosToMy nanee ObUT MPOAHAIM3UPOBAH pa3phIB cBs3eit B nmo3uiuu 207 6enka F12,
npunuceiBaeMblii MucceHc-mytauuu (Pucynok 11b). CornacHo JaHHBIM, MOJTYyYE€HHBIM
n3 uHcTpymeHTa PremPS, 3amena ananuHa Ha TPOJIMH NPUBOAMUT K IMOTEpPE OJHOM
nossipHoit cBsizu (¢ Vall87). Kpome Toro, oOpa3yrorcsi 1Be HOBBIE HMOHHBIE CBSI3U
(c Vall87), COIIPOBOXKIAEMbIC BO3HUKHOBEHHEM JOTIOTHUTEIIbHOM CHJIBI
Ban-nep-Baansca mexxaTomHoro B3aumojiericteus (Takxke ¢ Vall87). Takue nzmeHneHus

B MOJICKYJISIPHBIX BBaHMOHCﬁCTBHHX MOTYT NOTCHIOHWAJIbHO H3MCHHTDL KOH(I)OpMaI_[I/IIO,
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CTAOMIBHOCTh U QYHKIMIO O€liKa, MOAYEPKUBAsI BAXKHOCTh TOHUMAHHUS ATOM CIOKHOU
MOJIEKYJISIPHON AMHAMUKY U, 00513aTENIbHO, OYAYIIUX KIMHUYECKUX UCCIEIOBAHUI 3TOM
MHCCEHC-MYyTalUU.

buonnpopmanmoHHbIN aHAIN3 MOKa3aJl TITYOOKYIO B3aUMOCBSI3b MEXY YPOBHIMU
ACTPOre€Ha, TeHETUYECKUMHU MYTalUSIMU U CJIOXKHBIM IyTeM OpaJUKWHUHA B 3aITyCKe
nposisnenuit HAO. [ToTeHnnanbHoe BO3ACHCTBHE MyTallUK elle O0IbIIE YCUITUBACTCS €€
nosioxenueM B fomeHe EGF-like 2 u ee npeanosniaraeMbeiM BO3J€HCTBUEM HA CTPYKTYPY
0eJika, BO3MOKHO, BIUSIONIMM Ha €r0 CTa0MIBHOCTh U (DYHKIIMOHATBHYIO aKTUBHOCTb.
Kpome Toro, OuouHpopmaTHyeCcKre HWHCTPYMEHTHl 3HAYUTEIbHO YCKOPWIM aHalu3,
MIPOIEMOHCTPUPOBAB CBOIO MEPCIEKTUBHOCTh B BBISIBICHUU U MOHUMAHUU MATOT€HHBIX
MyTaluil, 0COOEHHO B PEAKUX CIIydasiX, MOAOOHBIX ITOMY.

Takum 00pa3oM, HECMOTps Ha MPEJOCTABICHHBIA TITyOOKHI aHaau3, TOYHOE
[IATOT€HHOE 3HAYEHWE JTOW MYyTallMH OCTA€TCA CHOPHBIM, YTO MOJYEPKUBAECT
HEO0OXOIMMOCTb TAlIbHEUIINX OOIIMPHBIX UCCIETOBAHUM.

B nsiTu ciyuyasix, y OTHOM IeBOYKH U YeThIPeX MAJIbYHKOB, ObLJIM BbISIBJIEHbI
myranuu B reHe HS38T6. Ilokazanbl deThlpe MyTalWW, MOPUBOMASIIUE
K AMUHOKHCJIOTHBIM 3aM€HaM, IIPU 3TOM Yy JIBYX MAIIUEHTOB BBISBIISIU 10 JBE MYTAaIlUU.
HNHTEepecHO, 4TO, HECMOTPS Ha OTCYTCTBHE POACTBEHHBIX CBS3E€H, MHCCEHC-MYTallUU
NC 000016.9:2.1962132G>A u NC _000016.9:2.1962046C>T mnpencraBieHbl y IBYX
nanueHTtoB, a mucceHc-myrtamuss NC 000016.9:2.1961674G>C y Tpex NanWeHTOB,

MPUYEM B OJTHOM CiIyuyae 3aMeHa B roMo3urotHoi popme (Tabnuna 12).
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Web servers gt Web servers Fios g Nc.ooooos.;: 92(1) ;'3831 826 C>G,

I-Mutant Disease Pathogenic Mutpred2 Neutral Neutral ; Path::;enic

score RI 6 score 0,077

PhD-SNP Neutral SNAP2 Neutral K 4

score 0,021 score -19, 59%

PolyPhen-2 Neutral MutationTaster Neutral

score HumVar 0,000 score 0,999

score HumDiv 0,000 HOPE Pathogenic

PROVEAN Neutral score 1.14-10% ./ v

score 1,206 Neutral - may not cause disease _healthy symptoms of

A Pathogenic - cause disease individual HAE
Wild type Wide type Mutant type Mutant type
Chain A of F12 Ala207 Pro207 Results Chain A of F12
J1C 1.Location: ot
> the protein core;
2.Changing bonds

with other atoms

------- Hydrophobic seweees Hydrophobic
Van der Waals forces Van der Waals forces
Polar Polar

Pucynok 11 — AHanu3 naTOreHHOCTH MUCCEHC-MYTallMK ¥ BU3YaJIN3alisl HEKOBAJICHTHBIX B3aUMOJEHCTBUM B MyTUPOBABILIEH
oOnactu 6enka F12. A — orleHKa MaTOreHHON 3HAYMMOCTH BBISIBIEHHON MyTauuu B reHe F12 ¢ ncnonb3zoBanueM
MHO>KECTBEHHBIX HHCTPYMEHTOB OMOMH(POPMATHYECKOTO MPOTHO3UPOBaHus. b — BU3yanu3amus N3MEeHEHHI MeKaTOMHBIX
B3auMo/iericTBuil ipu nosiiiennu Ala207 (ananun B mo3unuu 207) nis gukoro tuna u Pro207 (mponusn B no3unuu 207) mist
MyTanTHOro tuna B 6enke F12. Ceszu: ruapodoOHbie (TeMHO-CcUHUE), cuiibl Ban-nep-Baanbca (3e1eHsble),
MOJISIPHBIE (CBETJIO-TOJIYOBIC)
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Tabmuua 12 — BelsBaeHHblE MHCCEHC-MyTauun B reHe HS3ST6 y mnanueHToB
¢ cumntomamu HAO
Yacrtora
IHanuent Myrauus BCTPEYAEeMOCTH ClinVar HocurenscrBo
B MHUpe
NC_000016.9:¢.1962132G>A, 0,34966 rs8055325 | Tereposurora
1o p.A163V
NC_000016.9:¢.1961674G>C, 0,52666 15337285 | Tomosmrora
p.L316V
NC_000016.9:¢.1962046C>T, 0,34778 rs1742399 | Tereposurora
34 p.A192T
NC 000016.9:2.1962132G>A,
. AT63V 0,34966 rs8055325 I'ereposurora
NC 000016.9:2.1961674G>C,
943 p.L316V 0,52666 1s337285 [ereposurora
123 | NC_000016.9:¢.1962024G>A, 000194 | rs189679573 | Tereposurora
p.P199L
NC 000016.9:2.1961674G>C,
14 & p.L316V 0,52666 1s337285 [etepo3urora
° O1eHKa BIUSHUS TOUEUHBIX MyTallui Ha CTPYKTYpy Oelnka

BrnusitHue TodedyHOM MyTallMu Ha CTPYKTYypy Oelika CBS3aHO, MPEXJE BCEro,
C OCOOCHHOCTSIMU 3aMEHSIEMbIX U 3aMEHSIOIIUX aMUHOKHUCIIOT, TO €CTh, MOJIEKYJIIPHOU

Maccoi, ruaponarueit u Apyrumu napamerpamu (Tabnuma 13).

Ta6numa 13 — Xapakrepuctuku aMuHOKUCIOT 10 faHHbIM IMGT Aide-mémoire

Mo Koa-Bo | O0nem HHaekc ATOMBI- AK1enTopsl
AMHMHOKHCJIOTAa | Macca 3
(Ta) aToOMOB (AY) TUAPONaTHH JAOHOPBI BOOpPOJA
1,8
AnanuH 89 13 88,6 (runpodo6Has) HET HET
IIponun 115 17 112,7 . -1.6 HET HET
(aeiiTpanpHasi)
4,2
Banun 117 19 140,0 (runpodo6Has) HET HET
-0,7
Tpunrodan 119 17 116,1 (eiirpanbHa) + +
Jleninua 131 22 166,7 3.8 HET HET
(ruppodobHas)

C nomompio BeO-pecypcoB HOPE u MutationTaster2021 Obpuid  1moTydeHbI
MIPOTHOCTUYECKHUE JTAHHBIC O TTOTEHIIMATbHOM BJIUSHUHU BBISBICHHBIX aMHHOKHCIOTHBIX

3aMEeH Ha CTPYKTYpy W (PyHKIHIO Oelika Ha OCHOBAaHMU MH(GOpPMALUKU O JIOKAIU3ALUU
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UCCIIETyEMbIX MO3UIUM, a TaKXKe pa3Iuuyuii aMUHOKHUCIOT B HOPME U MPU 3aMEHE.
MrucceHnc-myTanuu NC 000016.9:2.1962132G>A, p.-A163V u
NC 000016.9:2.1962046C>T, p.A192T noTteHIIManbHO CIOCOOHBI TPUBOJUTD K MOTEPE
(YHKIIMOHATBHON  aKTUBHOCTH  JIIOMHUHAJIBHOTO  JIOMEHa U, COOTBETCTBEHHO,
Moau(dUKalUsIM B CTpOGHHUM O€lika, U3MEHEHHUSM CcalTa CIUIaiicCuHTra, U3MEHEHUSM
¢byukiuu G6enka. Myrtamus NC 000016.9:2.1961674G>C, p.L316V moxeTr uU3MeHSTh
¢dyHkIuio Oefka 3a cUeT BIMSHUA HAa B3aUMOJACHCTBHE JOMEHOB. TOJBKO MyTalus
NC 000016.9:2.1962024G>A, p.P199L nokanu3oBana B BBICOKOKOHCEPBATHBHOM
pEeruoHe, 3a CYET 4Yero MOXET CTaTb NPUYMHOM U3MEHEHUs KOH(popMaluu Hu
MOBPEXEHUS O€lKa, a TAK)XKEe HapyIICHUS B3aUMOEHCTBUS C APYTUMU MOJIEKYJIaMU WIIH
IPYTUMU YacTsIMH Oelka.
o O1eHKa BIUSHUS TOUEUHBIX MyTallMid Ha CTAOUIIBHOCTH Oelka

CornacHo aHalM3y BIMSHUS MYyTallMi C HCIOJIb30BaHUEM BEO-TIPUIIOKEHUN
MUpro u [-Mutant Suite, Bce oOHapyX€HHbIE aMUHOKHUCJIOTHBIE 3aMEHbI MPUBOJAT
K CHIDKEHUIO CTaOWJIBHOCTH O€lika, IMPU 3TOM 3HAYMMOE CHIDKEHHE IOKa3aHO IS
muccenc-mytaiuii - NC _000016.9:2.1962046C>T u NC _000016.9:2.1962024G>A

(Tabmuma 14).

Tabmuna 14 — IlporHo3 ctabmibHOCTH O€lika MPH BBISIBJIEHHBIX MHCCEHC-MYyTallHsIX
c ucnosib3zoBaHueM Bed-pecypcoB MUpro u [-Mutant Suite

Muccenc-myranuu
Pecype | Moxasarenu | NC-000016.9:¢. [NC_000016.9:g. [ NC_000016.9:g. [ NC_000016.9:¢
1962132G>A 1961674G>C 1962046C>T 1962024G>A
(p.A163V) (p.L316V) (p.A1927) (p.P199L)
MUpro AAG -0,28 -0,91 -1,29 -1,10
I-Mutant DDG -0,03 -1,48 -0,62 -1,27
Suite RI 7 6 6 8
° OueHka NaTOreHeTH4eCKOM 3HAYMMOCTHA TOUYECUHBIX MYTAIUN

[To pe3ynpTaTaM aHalin3a ¢ UCIOJIL30BAaHUEM BCEX UYETHIPEX BEO-PECYPCOB TOIBKO

OHa

MHUCCCHC-MYyTalusi

INaTOIrCHECTUYCCKHU 3HAYMNMasd.

NC 000016.9:2.1962024G>A  Obuia

orpeenieHa

Kak


http://mupro.proteomics.ics.uci.edu/
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[Ipu ucnonb3zoBanuu BebO-pecypca [-Mutant Disease mokazaHo, 4TO MyTallUu
NC 000016.9:2.1962132G>A u NC _000016.9:2.1962024G>A moryTt ctaTh NPUUYHHON
pazButus HAO. Opnnako, coriacHo pesylibTatam aHaiu3a ¢ nomoiisto PolyPhen-2,
MaTOreHETUYECKHU 3HAYUMOMN SBJISIETCS
NC 000016.9:2.1962024G>A. Tlo nanasim PROVEAN, 3a0oneBanue MOryT BbI3BaTh

mucceHc-mytanuu - NC 000016.9:2.1962132G>A u NC 000016.9:2.1962024G>A.

TOJIBKO MHUCCCHC-MYyTaluA

B 10 )e Bpemsa, mo mporHo3zam MutationTaster2021 aMHUHOKHCIOTHBIE 3aMEHBI
NC 000016.9:2.1961674G>C, NC 000016.9:2.1962046C>T 17§
NC 000016.9:2.1962024G>A He HMEIOT NAaTOr€HETHYECKOrO Xapakrepa. [laHHbIe
aHajgu3a TMATOT€HETHMYECKON 3HAYMMOCTH MYTallMii C HCMOJb30BAHUEM YEThIPEX

BeO-pecypcoB npeactanieHbl B Tabmnuie 15.

Tabmuua 15 — [IporHo3 naToreHeTHYecKor 3HaYMMOCTH MUCCEHC-MYTalUi 110 TaHHBIM
BeO-pecypcoB [-Mutant Disease, PolyPhen-2, MutationTaster2021

Muccenc-MyTauuu
) NC 000016.9
BeO- i casaremn | NC000016.9:¢. | . o674 | NC_000016.9 1\ 600016.9:.196
pecypc 1962132G>A ~C :2.1962046C 2004G>A (p.P199L)
(p-A163V) (p.L316V) >T (p.A192T)
[-Mutant Craryc Haroreneriieckn Hevitpansnas | HelirpanbHas Haroreneruicckn
Disease 3HAUYNMAas 3HAYNMAas
RI 0 7 1 2
N . . IlaToreneruuecku
PolyPhen- Cratyc Hentpanenas | HelitpanbHas | HedrtpanbHas SHAYMMASL
2 HumVar 0,286 0,000 0,017 0,378
HumDiv 0,438 0,000 0,085 0,920
Mutation Craryc HeiitpanbHas Heiitpansnas | HelitpanbHas Hatoreneruteciu
Taster2021 SHaTMan
OIICHKA 64 32 58 98
Crarve IlaToreneruuecku Heitroansnas | HeloamsHas IlaToreneruuecku
PROVEAN Y 3HaYUMas P P 3HaYHUMas
OIleHKa -3,543 2.405 3,674 -9,618

Buzyanuzamust tperuuHodt ctpyktrypel Oenka HS3ST6 ¢ momomipio pecypca
PyMol, a Takxe nanubie 6a3b1 UniProt mo3Bosuiau onpenennuTh, KaKue UMEHHO OTEIbI
OeJika 3aTparuBaloT OOHApYKEHHbIE MyTaluu. J[aHHbIE BU3yalnu3aluu o U -criupanei

npeqcTaBiaeHsl Ha Pucynke 12.
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QO68QIS (HS3S6_HUMAN)

Q96QIS (HS3S6_HUMAN)

p-A1IGIV

Pp-P1o0L

Q96QIS (HS3S6_HUMAN) QOEQIS (HS3SE_HUMAN)

p.are3v A

P-P190L

PATRZT

2 ) B - ™

pP19aL

- S it

e L3aV w L3OV

r
Pucynok 12 — A — tpetuuHas ctpyktypa 6enka Q96QIS (HS3ST6 HUMAN), ykazaHsl
TOYKH JIOKAJIN3ALWHN BBISIBJIEHHBIX MyTallui. b — ToKanu3anus NOTEHINAIBHO
NaTOr€HETUYECKHU 3HAUYNMBIX MUCCeHC-MyTaui p.A163V u p.P199L. B — nokanusanus
YCIIOBHO HEUTpaJbHbIX MUCCEHC-MyTauuil p.A192T u p.L316V. I' — nokanuzanus
BbIsIBJIEHHBIX MyTauuii 1 PAPS B 6enke HS3ST6

CornacHo MOJy4YEHHBIM pe3yJibTaTam (6aza JAHHBIX UniProt,
https://www.uniprot.org/) [297], nns ©Oenka HS3ST6 xapakTepHbl HECKOJIBKO
HEYMOPSAOUYCHHBIX PeroHoB (1-21, 55-85 aMUHOKHUCIOTHBIEC MO3UIMU) U PETHOHOB,
OTBEYAIOIIKX 3a CBs3bIBaHUE ¢ cyOcTtpatoM (122-128, 153-156 u 220-221 no3uuumn).
Kpome Ttoro, ammuokucnorasie nozumuu 100-104, 181 u 189 B3ammomeucTByrOT
¢ 3'-bocdo-5"-anenmncynbdparom (PAPS) u urparor BaxxHyro posib B (PU3HUOJIOTHYECKH
HOPMaJIbHOM (DYHKIIMOHUPOBAHUM O€JIKa.

[Ipennomaraercs, uyro  MucceHc-myTtauun  NC 000016.9:2.1962132G>A
(p-A163V), NC 000016.9:2.1962046C>T (p.A192T) u NC _000016.9:2.1962024G>A
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(p.P199L) yuactBytor B maroreHeze HAO mo pa3nuyHbIM Cli€HApHUsIM, CBSI3aHHBIM

¢ HapymienneMm O-cynbhupoBanus renapancyibdara (Pucynok 13).

HS3s6

B HS356 yAbdar myTaumna p.A163V

HS356 Fenapau cynndar MyTaumA p.A192T

r ez
Pucynok 13 — I[Ipeanonoxutensubie cxeMbl O-CylbpUpoBaHUs remnapancyiibdara

B Oenke HS3ST6. A — stan O-cynbdupoBaHus renapancyibdara mocpeacTBOM Oenka

0e3 myTtauuii. b — atan O-cynbupoBanus renapancyibdara Ipu HATUYUU MyTalluu
p.A163V. B —stan O-cynbdupoBanus renapancyibdara npu HATMYUA MYyTaIlUU

p.P199L. I" — stan O-cynbdupoBanus remnapancyiabdara Ipu HATHYUU MyTalluu
p.A192T

Takum oOpa3zom, Mbl cuuraem, uyto MyTtamus NC 000016.9:2.1962132G>A
(p.A163V) 3aneiictBoBana B martoreHese HAQO 3a cyeT KOCBEHHOTO WJIH
orocpenoBaHHoro Hapyteaus: O-cyabhupoBaHus Tenapancyibhara HEMOCPEICTBEHHO

BHyTpu Oenka (Pucynox 13B). Myrtauus NC 000016.9:2.1962024G>A (p.P199L),
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0 BCEU BUIUMOCTHU, MMPUBOJIUT K PA3BUTHIO 3a00JI€BAHUS 32 CUET HAPYIICHUS! KOHTAKTa
unu oObenunenust c¢ remapancyibparom SDC2 (Pucynox 13B). Ilpu wmyrtauun
NC 000016.9:2.1962046C>T (p.A192T) necrabunuzamus 192 aMUHOKHCIOTHOU
no3uruu  psgom ¢ PAPS, Moxer cmnocobctBoBath CpbiBYy O-CylbpupoBaHUs
renapaHcyibdara 3a cueT HapylleHHs (YHKIHMOHAIbHOW AaKTUBHOCTH OelKka W,
COOTBETCTBEHHO, KaTaju3a MepeHoca Cyab(pOorpynisl Ha renapaHcyyibdar cuHaeKkaHa 2
(Pucynok 13I'). Bo Bcex Tpex ciiydasix MNpeAcTaBIsSe€TCS BO3MOXKHBIM (OPMUPOBAHUE
NaTOJIOTMM B CBSA3M C HapylieHuem »3TanoB O-cynb(upoBaHHUs TIemnapaHcyibgara
cuHaekaHa 2. Briepsole onucana mucceHc-mytanusa NP NC 000016.9:2.1962024G>A
(p.P199L), xoTtopasi cnmocoOHa BbI3bIBaTh KuHUYeckue cuMmntombl HAO y marueHToB
JaXe B Cllydae TIeTepO3UTOTHOIO HOCHUTEIbCTBA, M MOJKET OLEHHUBATBhCS Kak
naroreHeTuyeckn  3HaumMas.  Muwuccenc-mytauun  NC 000016.9:2.1962132G>A
(p-A163V) u NC 000016.9:2.1962046C>T (p.A192T) moryt paccMmaTpuBaTbCsl Kak
YCJIOBHO MATOr€HETUYECKHU 3HAaUMMBbI€ Y Jinll ¢ cuMmnroMatukoid HAO, Ho TpeOyroT Oosee
rIyOOKOI0 HCCIIEIOBAHUS y4acTHs B MatoreHese 3adoneBanus [72].

BbIBOA: yUUTHIBasi, YTO METOBI in1 Silico OTKPBHIBAIOT HOBBIE BO3MOKHOCTH OLIEHKH
MaTOr€HETUYECKOM 3HAYMMOCTH MyTaluid, TMpUMEHEeHHe OHOUH(POPMATUUECKOTO
aHaJIn3a MOXET CIOoCOOCTBOBATH NETAIIbBHOMY UCCIIEIOBAHUIO HAO.
buonndopmanuoHHbI aHANIM3 MMOKa3al TIyOOKYH0 B3aWMOCBSI3b MEXKIY YPOBHSMHU
ACTPOre€Ha, TeHETUYECKUMH MYTalUsIMU U CJIOXKHBIM IyTeM OpaJUKWHUHA B 3aITyCKe
nposinennit HAO. IlonyueHHble HaMH JTaHHBIE TMOKA3bIBAIOT, YTO PEAKHUE MYyTallUH
B reHax F'12, MYOF, HS3ST6 moryT ObITh 3aselicTBoBaHbl B naTorenese HAO u Moryt
IIPOBOLIMPOBATh OTEKH 3a CYET MOBBILIEHHOrO penu3a OpagukuHuHa. Kpome Toro,
oOHapyxeHHass Hamu HoBas MucceHc-myTtanusa NC 000010.10:2.95093020C>T
(p-Argl590GIn) B rene MYOF paxe B TeTepO3UTOTHOM COCTOSSHUM MOKET

paccMaTpuBaThCs KaK MATOT€HHAA Y JUIl ¢ KInHu4Yeckumu cumnromamu HAO [3].
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3.6. Kinnauveckuii npumep 1

JleBouka A., 14 ner.

2KanoOwl Ha pelANBUPYIOLIME CIIOHTAHHBIE OTEKU HESICHOU STUOJIOTUH.

AHaMHe3 JKM3HU: HACJIECTBEHHOCTh OTArOIlleHa — y 0aOyIIKu MO JIMHUM OTIA
nBaxabpl 0TeK KBHUHKE (OTE€K B 00JIaCTH TOpTaHHU, HO HE (aTaldbHBINA;, OH pa3peruics
B T€UEHHE 2 CYTOK, CO CJOB MaMmbl), y JPYTUX POJACTBEHHHKOB HHUKAKUX OTEKOB
HE OTMEYaIoCh. Y MaMbl ¢ 14 110 16 JIeT HECKOIBKO TOCIUTAIU3AMNA C HAITPABJISIOIINM
nuarHo3oM «OcTpblit KUBOT». boiln KynmupoBaauch CamMOCTOSITENBHO, OMEPATHUBHBIX
BMENIATEIHCTB HE OBLIO.

PebGenok ot 1-ii OepeMEeHHOCTH, MPOTEKaBIIeH (U3MOIOTUYECKH, POJbI B CPOK
ecrectBeHHbIe, Macca 4050 rp., qnuHa 52 cMm. Haxoaunack Ha rpyIHOM BCKapMIIMBAHUU
nmo 1 roma. C poxnaenuss y pebOeHKa oOTMeyajgach HENEPEHOCUMOCTH JIAKTO3BI.
HaGnronaercs 3HJIOKPHUHOJIOTOM c JIAATHO30M «Oxupenue | CT.»,
OTOPHHOJIAPUHTOJIOTOM — C JUATHO30M «XPOHUUYECKHUN TANMOPHUT.

[IpodunakTuiyeckre TPUBUBKUA MPOBEACHBI MO HAIMOHATIHLHOMY KaJleHAapro, 0e3
MaTOJIOTUYECKUX PEAKIUM.

Anamue3 Oosie3Hu: ¢ 4 jJeT peOEHOK MEePUOAUYECKH TOCHUTATU3UPOBAIICS
B XUPYpPTrAYECKOE OT/IeJIEHHE C 00JIEBBIM a0JJOMUHAILHBIM CUHAPOMOM. BhInuchiBanach
C JAWarHo3aMu: ME3aJICHUT, (PYHKIHOHAIbHbIE HapyIICHUS KEIyI0YHO-KUIIEYHOTO
TpakTa, KPUITOTE€HHbIA MEepUTOHUT. Ha yIbTPa3ByKOBOM HCCIEIOBAHUU U TMPH
JanapoCKONUK OOHapyXeHa CBOOOHAS )KUIKOCTh B OPIOIIHOM MOJOCTH.

C 8-nmeTtHero BO3pacTa W IO HACTOSIIIEE BpEMSA Yy JEBOUYKU IEPUOJIUYECKH
BO3HUKAET CHOHTAHHBIN OTEK OOJBIIOTO Majblla KUCTH, B MOCIEIHHE TOAbl WHOTAA
OTEKaeT BCI KHUCTh. KpaTHOCTh BO3HMKHOBEHHUS OT€Ka |—2 pasa B Mecsl, dalie
B X0J0AHOE Bpems roaa. OTek HapacTaeT MOCTENEHHO, KOXXa HE HM3MEHEHa, Terulas
Ha OIIYTh; AEBOYKA KaTyeTCs Ha YyBCTBO paclUpaHusi, UHOTJA OBIBAIOT JIETKUM 3y U
MOKaJIbIBaHWE. TpurrepaMu aHrMOOTEKOB SBIAIOTCA CTPECC, MEePEeyTOMJICHUE WIIH
MICUXO3MOIIMOHAIIBHOE HANPSKEHUE, CUIIBHBIA MOpPO3. Perpecc aHrmooreka BO3HUKAET

CaMOCTOATCIIPHO B TCYCHHEC HCCKOJIbBKHX YaCOB H 1O 1,5 CYTOK. TepaHI/IH
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AHTUTMCTAMUHHBIMU TpENapaTaMu B CTAHJAPTHON U YJIBOGHHOM J03€, MapeHTepaIbHOE
BBeqenue ['KC — 6e3 addekra.

OcMoTp 1 00CcIe0BaHuUs: IPU OCMOTPE B MOMEHT aTaKu OTMEYAETCsl OTEK MPaBOn
kuctu. OTek OJIeAHBIN, MIOTHBIM, XOJOIHBINA, 0€3007€3HEHHBIM MPU Majblauu, 0e3
BbIpaKEHHOM TunepemMuu U 3yaa. [Ipu HajgaBnuBaHuu Ha 00JIACTh OTEKA HE OCTAETCS
amku. [To ocTanbHBIM cucTeMaM U opraHaMm — 0e3 MaToJIOTHH.

[IpoBeneHo oOcienoBaHue: KOJWYECTBEHHOE ompenenenne wuHruontopa Cl
AcTepa3bl METOJIOM HMMYHOTypOumumerpun — 11,5 mr/mn (Hopma 23-41 mr/mn) u
B nuHamuke: Cl-uHruburop scrtepasbl (KoaudecTBeHHbIM) — 0,267 /1 (Hopma 0,2—
0,43 1/1m). Onpenenena akTuBHOCTH C1-MHrMOUTOpPA METOIOM UMMYHOTYPOUAUMETPUU —
133,34 % (rpanunsl HopMbl 70—130%) u B nuHamuke — 96% (rpaHuitbl HopMbel 70—
130%). Omnpenenen ypoenb C4 xommnoneHnta kommiementa — 0,32 r/n (mopma 0,09-
0,36 1/11), B aunamuke — 0,36 /i (Hopma 0,09-0,36 r/11). OcylecTBieH MOUCK MyTalui
B reHe SERPINGI: B pe3yapTare npsIMOrO CEKBEHUPOBAaHUA MO CIHrepy BCEX 3K30HOB
(1-8) m obOnactu SK30H-UHTPOHHBIX coenuHeHud reHa SERPINGI maToreHHble WU
BEpPOSTHO MATOT€HHBIE MyTallMM HE OOHAPY>KEeHbI. XapaKTepHbIe 0COOCHHOCTH aHAMHE3a
3a007€BaHMs, KIMHUYECKUX IMPOSBICHUM, MOJYUYEHHBIX PE3YyJbTaTOB JAa0OPATOPHBIX
o0clieToBaHMI MOCITY UM OCHOBAHUEM JIJIsl TPOJIOKEHUS TUArHOCTUYECKOTO MOUCKa
— TPOBEJICHO MOJHOAK30MHOE CEKBEHHpoBaHUE. B pesynbprare uccienoBaHus Oblia
BBISIBJICHA paHee He onucaHHas MucceHc-myTtanuss NC 000010.10:2.95093020C>T
B 3k30He 42 rena MYOF (muodepnuna) (uzopopma A). [lanineHTka SBasgeTCss HOCUTENIEM
MyTallUH B T€TE€PO3UTOTHOM COCTOSIHUH, YACTOTa BCTPEUAEMOCTH MyTallUH B MOIYJISLINH,
coritacHo 0a3zam maHHBIX NCBI, coctasisteT 0,00006.

BricraBnen — guarno3: — «HacieACTBEHHBIM ~ aHTMOHEBPOTHUYECKHM  OTEK
¢ HOpMalibHBIM YpoBHEeM Cl-unruburopa. Myraius B rene MuodepinHa.

Jleuenue u pe3ynbTaThl: B HACTOsAIIEE BpeMsl peOCHOK €Ille€ He BHECEH B PErUCTP
(MyTamus omucaHa BIEpBbIE, MO3TOMY BHECEHHWE 3aHMMAET 3HAYUTEIBHO OOJIbllee
BpeMsi). Jlo BHECEHUsI B PETUCTP PEKOMEHI0BaHO: MpU BO3HUKHOBeHUU AQO B obiactu
ropranu (IIpy MpU3HaKaX OTeKa B 00JIACTH TOPTAHHU, 3bIKA) SKCTPEHHASI TOCTIUTAIA3AIUS

B OJIIKaWIIMi CTallMOHAp B OTAECJICHUE OTOPUHOJIAPUHTOJIOTUU WM PEaHUMAIIMOHHOE
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OTHEJICHWE C MEJNbK CO3JaHus YCIOBHM JUIsl TPOBEICHHUS PEaHWMAIMOHHBIX

MEPOIPHUSITUH.

3.7. Knuauvyeckuid npumep 2

HeBouka B., 10 net (Ha MOMEHT oOpalieHus).

Kano6wsl Ha OTEK ry0, NEPUOAMYECKU YCHUJIUBAIOIIUICS, TPOSIBICHUS XeWnTa,
PELUMANBUPYIOIIANA CTOMATHUT.

AHaMHeE3 XKHW3HU: OT OEpPEMEHHOCTH, MPOTEKaBIeH 0e3 O0COOCHHOCTEH, POJIbI
cpounsie, Ha 38 Heaene. Bec npu poxaenun 2350 r, qnuHa tena 44 cm. Ha rpygHom
BCKapmumBaHuu 10 1,5 ner. PanHee mNCMXOMOTOpPHOE pa3BUTHUE IO BO3PACTY.
[lepenecennbie 3a00€BaHMs: Ha TMEPBOM TOMY KU3HM AUCIUIA3Usl Ta300€IpEHHBIX
cycTtaBoB. B 7 et nepenecia nHeBMOHUIO. M3 AeTCKUX MHPEKIMI IepeHeca BETPSHYIO
ocmy B Bo3pacte 3-x net. [Ipodunaktuueckue npuBUBKY MPOBEACHBI IO HALIMOHAIBHOMY
KaJICHIap1o, 0€3 MaTOJIOTUUECKUX PEaKIIHA.

Anamue3 Oone3nu: B ¢eBpasie 2017 r. BOepBble KIWHHUKA TepPHETUYECKOM
MH(EKINN B BUJI€ BE3UKYJ HA JUIE U KPbUIbsAxX Hoca. Jlanee B anpene 2017 r. BnepBsie
nosaBuinch AQO CIM3UCTON WIEK, PE3UCTEHTHBIE K aHTUTUCTAMHUHHOM TEpanuu. 3aTeM
OTEeK HIKHEH, 3aTeM BepxHeu ryOsbl, siBiaeHus xeinura. C ocenu 2017 r. y OeBOYKH
MOSIBWJIMCH 3aelibl B yIJlaX pTa, 3aT€M MPUIYXJIOCTh IIEK, NEPUOJAUUYECKH OTEKH TyO.
B anpene 2018 r. oOcnenoBana, BbisiBiieHbl aHTuTena (AT) k HHV6 tuma, AT k
HUTOMETAJIOBUPYCY, BUpyCy OmmureidHa-bapp, tutp anTucrpentoim3ud-O — 303,
nojtyyaja U30mpuHO3uH, uMMyHOodaH. B utone 2018 r. orMeuasicst BeIpa)KE€HHBIN OTEK
HUKHEHN T'yObl, B/M JIeKacaMeTa30H CO CIa00BBIPAXKEHHOW MOJIO0KUTEIbHON AMHAMUKOM.
B mae 2019 r. xoHCynbTHpOBaHa Ha Kadeape KOXHBIX U BEHEpUUECKUX OO0JEe3HEeM,
MOCTABJIEH AMArHo3: cuHApoMm Pocconmma-MenbkeHMmoHa-Po3zenTansa. C KOHIA WIOHA
10 KoHIa OKTsA0pst 2019 1. monydyana npeaHU30I0H 25 MI/CYT C MOCTENEHHON OTMEHOM
CO CcIa0OBBIPAKEHHOM MOJOKUTENbHON nuHamukod. B aBrycre 2019 r. B KIMHHKE
[ITapute mnpoBeaeHa Ouomncus ryObl — 3aKJIIOYEHUE: TPaHYJIEMATO3HBIM XEWIIHT.

B centsi6bpe 2019 r. BHOBb mnomydana wuzonpuHo3uH. C koHua paexkadbps 2019 r.
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BBIpaXEHHBINA OTEK ry0, cToMaTuT. /lanee u mo HacTosiee BpeMsl MEPUOIUUECKU OTEK
ry0, MHTaKTHBIN K CTaHAApTHOU Tepanuu (anturucramunnsie, ['KC).

HacnencTBeHHOCTh: y MaMbl XOJIOJOBas ajjieprusi, y TeTH — OTek KBHUHKe,
0abymka — nepmatut. [lo nMHUM OTH@a — MOJIIMHO3, sI3BEHHast OoJie3Hb, OalyIika —
MOJITUHO3.

OcMorp u oOcnengoBanus. OOBEKTUBHO: CIU3HUCTasi IOJOCTH pPTa OTEYHAas,
Ha 3a/IHEH TOBEPXHOCTH IIeK apThl, MOKPHIThIE GUOPUHOM, TYOBI OTEUHBI, XEHIIUT, SI3bIK
00JI05K€H OeJIbIM HaJIETOM, C oTrnedarkamu 3y0oB. JKUBOT 00JIe3HEHHBIN MpHU I1y00KOH
nanpnanuy B anuractpuu, B 30He [lloddapa, B Touke Kaua.

Juarno3 mnpenBaputenbHblii: Oone3nb Kpona, BeposiTHas. XpOHUYECKUI
IpaHyJIEeMAaTO3HbIN XeWnuT. 30¢aruT. PeakTUBHbIE W3MEHEHUS MOHKEITYI0YHOM
xene3bpl. HAO?

O6cnenoBana: o6mwmit IgE 61 (wopma). Cnemudpuueckue IgE 2019 -
ceHcUOWNM3anusa K Kien@am J. M., KOIIKEe, MOJIOKY. YpoBeHb (C4 KOMIOHEHTa
komiiementa ot 14.02.2020 — 0,28 r/n (mopma 0,16-0,37 r1/m). Cl-unrudurtop
konnuecTBeHHbIH 0,395 /11 (Hopma 0,21-0,43 1/11) u pyHumonansueiit 100% (Hopma 70—
130%) ot 04.09.2018 — B HOpMe, puHOIUTOrpaMma: 303uHOGMIBI — 88%. OTMedeHa
CBSI3b OTEKOB C YyHOTpeOJieHWeM B MHUIIY KOCTOYKOBBIX, THCTaMUHINOEPATOPOB.
Cnemudpuueckue IgE ot 06.03.2020 k OBITOBBIM, MHINEBHIM, SMNHACPMAIbHBIM,
MBLIBIIEBBIM, TPUOKOBBIM ajlJIepreHaM — OTpUIlaTEIbHBIE.

Kononockonusa ¢ 6uoncueir ot 05.03.2020 — CTpYKTYpHBIX U BOCHAIMTEIbHBIX
M3MEHEHUM B OMONTaTaX TOJCTOM KUIIKH HE BBISBICHO.

['enetnueckoe obcnenoBanue aeBouku: 07.09.2019 pesynbrarsl 00CiI€IOBAHUS:
MPOBEJCH TCHETHYECKUM aHaimu3 oOpaslla KpPOBU METOJOM  IOJHOIK30MHOTO
cekBeHupoBanus. Myramuun B renHax CINH, FI12, ANGPTI, PLG, KNGI,
accoruupoBanHbie ¢ HAQO, He BBISIBIICHBI.

Myrtanus (HyKJI€oTUabl) B 7 3K30HE reHa FI2 B TOMO3UTOTHOM COCTOSIHUU

NC _000005.9: g.176831826 C > G (rs17876030); myTtauus (amuHokucnoTsl) Ala207Pro.
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Mama H. (ot 07.09.2019). Pe3ynbTaThl 0OcnenoBaHus: MPOBEECH I€HETUUECKUN
aHajau3 o0pasia KpoBU METOAOM IMOJTHOIK30MHOTO CEKBEHUpOBaHUA. MyTaluu B reHax
CINH, F12, ANGPTI, PLG, KNGI, accomuupoBannbie ¢ HAQO, He BBISBICHBI.
BrisiBJieHHBIE 3HAUMMBIE MyTalluW: MYyTalus (HYKJICOTHAbI) B 7 BSK30He reHa FI2
B rerepo3urotHomM coctosituud NC 000005.9: g.176831826 C > G (rs17876030);
MyTanus (aMuHOKUCIOTHI) Ala207Pro.

[Tama A. (ot 07.09.2019). Pe3ynbrarsl oOcieoBaHus: TPOBEACH I'€HETUUECKUN
aHanau3 o0pasia KpOBU METOAOM IMOJTHOIK30MHOTO CEKBEHUpOBaHUs. MyTalnuu B TeHax
CINH, F12, ANGPTI, PLG, KNGI, acconuupoBanHbie ¢ HAQO, He BBISIBICHBI.
BoisiBJieHHBIE 3HAUMMBIE MyTalluW: MyTalus (HYKJICOTHAbI) B 7 BSK30He reHa FI2
B romo3urotHoM coctositHud NC 000005.9: g.176831826 C > G (rs17876030); myTanus
(amunokucnotel) Ala207Pro. KouconuaupoBaHHOE TMpeCTaBICHUE MaTOT€HHOCTH
MyTallul, MOJY4YEeHHOE C MOMOIIbI0 pa3inuyHbIX ImIargopm, Ttakux kak PhD-SNP,
PolyPhen-2, PROVEAN, Mutpred2, SNAP2, MutationTaster u [-Mutant Disease,
OTOOpa)XaeT CIEeKTP: B TO BpeMsl KaK HEKOTOpPble MHCTPYMEHTHI YKa3bIBalOT Ha €€
n00poKaueCTBEHHYIO MpUPOAyY, Apyrue, Takue kak [-Mutant Disease (IR 6) u HOPE
(ouenka 1,14*10-6), yka3pIBaloT Ha €€ MOTEHIIMATbHYIO MATOT€HHOCTb.

VYyuThiBasg KIMHUYECKUE MPOsBIICHUS, XapakTepHble st HAO ¢ HOpManbHBIM
ypoBHeM CIl-uHruOutopa ¥ JaHHbIE T€HETUYECKOTO aHalu3a, PeOCHKY BBICTABIICH
BBICTaBJICH AuarHo3: HacneacTBEHHbIH AHTMOHEBPOTHYECKUU OTEK C HOPMAJIbHBIM
ypoBHeM Cl-unruburopa. Myranus B rede F12.

Jleyenue u pe3ynbTaThl: B HACTOSIIEE BpeMsi peOCHOK €I1le€ He BHECEH B PETHUCTP
(MyTamusi omucaHa BIEpBbIE, MO3TOMY BHECEHHWE 3aHMMAET 3HAYUTEIHLHO OOJIbllee
BpeMsi). Jlo BHECEHUsI B PETUCTP PEKOMEHI0BaHO: MpU BO3HUKHOBeHUU AQO B obiactu
ropranu (IIpy MpU3HaKaxX OTeKa B 00JIACTH TOPTAHH, 3bIKA) SKCTPEHHAs TOCTIUTAIA3AIUS
B OJIIKaMIIMil cTallMOHAp B OTAEJICHUE OTOPUHOJIAPUHTOJIOTUU WIM PEaHUMAIIMOHHOE
OTHEJICHHE C 1eJIbI0 CO3JaHusl YCIOBUM JUIsl TPOBEJACHUS PEaHUMAIIMOHHBIX
MEPOIPHUSITUN.

BriBOJI: HETpaUIIMOHHBIE MPOTHO3bI PA3IMYHBIX MIATHOPM, UCIOJIB3YEMbIX IS

aHaIm3a TIIaTOICHHOCTH TI'CHCTHYCCKHUX MYTaHHﬁ, YKa3bIBaAlOT Ha  CJIOKHOCTb
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HHTCPIIPECTAIUN PE3YJIbTATOB W IMOAYCPKUBAIOT H606XOI[I/IMOCTI) MHOI'OI'paHHOI'O
nmoaxoaa 4Jjisi MICTHMHHOI'O TIOHMMAaHMA UX HOCHGHCTBHﬁ. Takum 06pa30M, 9TH PE3YJIbTAThI
YKa3bIBalOT Ha HNPCAIIOJIOKHUTCIIbHO MMATOICHHYIO IPUPOAY MYyTallMUu W IMOAYCPKUBAIOT

HCO6XOI[I/IMOCTB €C 6y,Z[YH_II/IX er'IY6J'ICHHI)IX KIIMHUYCCKHUX HCCHCHOB&HHﬁ.
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I'JIABA 4. JUATHOCTUKA U BEJIJEHUE AJLJIEPTUMYECKUX BOJIE3SHEN
Y AETEA HA AMBYJIATOPHOM DTAIIE C UCHOJb30BAHUEM
COBPEMEHHBIX UH®OPMAIIMOHHBIX TEXHOJIOI U

Jlns aHanu3a BO3MOKHBIX IPUYMH BBISBICHHBIX Ha | 3Tame HU3KUX wUOP
1o 3a00J1€BaeMOCTH (M0 0OpaIaeMOCTH) MO AJTIEPTUUECKUM 3a00JIEBAHUSIM U3 YUETHOU
dbopmbr ®CH Ne 12 u ans pemieHus] MOCTaBIEHHBIX 3a7a4y ObLIM MPOaHATU3UPOBAHBI
METOJI0JIOTUU cOOpa MEAUIIMHCKON MH(OpMalUK, MOCTYIAIONIEH OT NeANATPOB U Y3KUX
CIEUUAIUCTOB B MeEIUIMHCKHE O0a3bl JaHHBIX. B panbHeleM, ObUT MpPOBENEH
CpPaBHUTEIIbHBIM aHaANIN3 3a00JIEBAEMOCTH aJUIEPTUUECKUMHU MATOJIOTUSIMU 10 peecTpaM
amieproysioroB u neauatpoB u3 EMUAC (na npumepe r. MOCKBBI) C JaHHBIMH

n3 OCH Ne 12.

4.1. Ansieprudyeckue 00s1e3HU y AeTel (Ha mpuMepe r. MoCKBBbI).

OCO0CHHOCTH CTATHCTHYECKOI'0 YUeTa

TpaAUIIMOHHBIM HMCTOYHMKOM UWH(OpMaMu [ HU3y4yeHHs] 3a00JIeBa€MOCTHU
B Poccun  sBngercs @DCH  Ne 12  («CemeHust o  yuciae  3a00JieBaHUM,
3apETUCTPUPOBAHHBIX Yy TMAIMEHTOB, MPOXHUBAIOIIMX B pailoHe OOCITY>KUBaHUS
MEJIUIIMHCKOW OpraHu3aiumny»), B KOTOpOH (PUKCHpPYIOTCS Bce ciaydan 3a00JeBaHMUiA,
BBISIBJICHHBIE KaK Mpu OOpallleHHH 3a MEIUIHUHCKOM TIOMOIIbI0, TaK U B XOJE
npopUIAKTUYECKUX OCMOTPOB W  JWCHAHCEpU3AllMd Yy  BCEro  HacCeJeHus,
MPUKPEIICHHOTO K KOHKPETHOW MeaumHCcKor opranu3anuu. @®CH Ne 12 ucnone3yerc,
B TOM umcie, u s popmupoBanus ceenenuit 1 ETUC3, aeiictByromieit ¢ 2011 r. u
10 HACTOSIIEEC BPEMS, U €XKErOJHBIX CTATUCTUYECKUX MATEPHUAJTIOB, MPEIACTABISAEMBIX
opraHaMy rocy1apcTBeHHOM BiacTu cyobekTa Poccuiickoit denepanun B chepe oXpaHbl
310poBbsl  MuHHCTEpCTBY  3apaBooxpaHeHusi  Poccuiickoit ~ ®depepauun U
TeppuTopuaibHOMy oprany Poccrata B cyobekte Poccuiickoit denepanuu.

B To xe Bpewmsi, HAIIMOHAIIBHBIM MPOEKTOM «3paBOOXpaHEHHE» IU(POBU3ALIUS

ompeJiesieHa KaK OJlHA U3 OCHOBHBIX 3a1ad [75]. B MockBe co3/1aH U BHEJIPEH BO BCE
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ropojackue AIILI, ropoackue O0IbHUIIBI, CTAHIIMU CKOPO MEIUIIMHCKON TOMOIIH U PSIT
OPYTHX TOPOACKUX MEAULIHUHCKUX OpPraHu3aluil LEHTPAIU30BAHHBIA MPOTPAMMHBIN
nponykt — EMHUAC [165].

Hnsa  menuuudckux padotHukoB EMUAC — HeoOXonuMblii HHCTPYMEHT
€XKETHEBHOW KJIMHUYECKOW MPAKTUKH, ISl HCCIEA0BATENIEN — MEPCIEKTUBHBIN pecypc,
0a3za gemorpauuecKux, aHAMHECTHUYECKHUX, JA0OpaTOpPHBIX AaHHBIX. OJHAKO JIMIIb
B HEOOJIBILIOM KOJIMYECTBE MyOJMKalMii, pa3MeleHHbIX B 0a3e Poccuiickoro nmHaekca
HAy4YHOrO0 IUTUPOBAHUA, YKa3aHO Ha MCIOJb30BaHuEe Bo3MoxkHOocTe EMUAC nmns
W3BJICYEHHUS IOTIOJIHUTENIBLHBIX CBEICHUN U X aHaIM3a [26, 46, 58, 86, 90]. Enunu4nbie
MyOJIMKALMK COJIEPKAT pe3yIbTaThl aHAJIN3a TPUYUH CMEPTHOCTH, MPOJOJKUTEIIBHOCTH
KW3HU TMPU OTIEIBbHBIX HO30J0rusX [66, 84]. OTnenbHbIE UCCIENOBAHUS OMUCHIBAIOT
pors EMUAC B aHanmu3e OpraHuU3alMOHHOTO Mpollecca — MNapaMeTpoB KadyecTBa
OKa3aHUs MEIUUMHCKOW mnomomu [77]; HaMu OBUIO HailicHO JBE MyOJIMKaINH,
MOCBSILICHHBIE  AHAIW3Y OSMNUAEMHOJIOTMYECKUX JIAHHBIX  B3POCHBIX MHAlHUEHTOB
¢ ucnonb3oBanueM ceeneruit 13 EMMAC — pacnipoctpanennoctu XK [94] u Tpomb03a
rIyOOKHUX BEH HUKHUX KOHEUHOCTEW Yy MAIMEHTOB C OCTPHIM HAPYIIEHHEM MO3TOBOIO
KpoBooOpameHus [52].

Jo Hacrtosmero BpemMeHu Bo3moxHOocTH EMUMAC kak  HMCTOYHHKA
snuaeMuoNornuecko uHbopmanuu o6 A3 y Jerel He H3ydalH, HE KCCIEeI0BaIH
OCOOCHHOCTH CHUCTEMBbI B acIeKT€ OpraHu3allMu MpOoIecca CTATUCTHUUYECKOTO Yuera,
HE MPOBOJAWIN CPABHUTEIbHBIN aHanu3 ¢ JaHHbIMU OCH No 12.

Takum 006pazom, ompeeneHne noreHnuana ncnoipzoBanusgs EMUAC B kauecTBe
KaK ONTHUMAaJIbHOW CHCTEMBI CTATUCTUYECKOTO y4deTa 3MUIAEMHOJIOTUYECKUX CBEICHUU,
TaK ¥ UHCTPYMEHTA OLIEHKW/MOHMTOPUHIA ajJIEprUYecKux OoJie3HEeW y JeTel cTajo

OCHOBAHHUEM JIA MMPOBCACHUA IMOCICAYIOIIUX 3TAIIOB HaIeu pa6OTI)I.
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4.2. AHaIU3 0C00EHHOCTEe CTATUCTUYECKHUX YYETHBIX (hOopM

Ha III sTane Hamiero uccienoBaHus JJis OIIEHKH 0COOEHHOCTEN yueTHOU (HOpMBI
@®CH Ne 12, xoTopasi UCTIONB3YETCs, B TOM 4YHUcCie, U sl POPMUPOBAHUS CBEACHUN IS
EI'MC3, Obutn u3yuensl nanabie o A3 Heckonbkux AIIL] r. MockBa. B stoit gpopme
(bukcupyroTcsi Bce ciaydad 3a00JIeBaHU, BBISIBICHHBIE KaKk TMpuU OOpalieHuu
3a MEAUIIMHCKON TMOMOIIBIO, TaKk M B XOA€ MNPODUIAKTUYECKUX OCMOTPOB H
JIVCTIAaHCEPU3ALIMU Y BCErO HACEICHUS, MPUKPEIUIEHHOTO K KOHKPETHOM MEAUIUHCKOU
OpraHu3aIuu.

Hamu wucnonb3oBanuch arperupoBaHHbBIE JAHHBIE CTATUCTUYECKOW (TOAOBOM)
oruetHOocTH @CH Ne 12 ¢ mpuiioxeHusiMu 3a TpexJieTHH nepuon (sitHBapb 2020 —
nexkabpb 2022 rr.) Mo Kjaccy OTAENbHBIX HO30JOTHM, OTHOCSIINXCS K aJlFIEPTHUYECKUM
OoJne3HsIM: anmneprudeckuid puHut / nommHo3 (J30.1); actma, acTMaTH4ecKuil cTtaryc
(J45, J46); arommueckuit aepmatut (L20, L20.8, L20.9, 1L24.9); numeBas amieprus
(L27.2); xpanusHuua (L50.0-L50.9); anrunoorex (T78.4).

Bce cBeneHns o nanueHTax aHAIM3UPOBAIN B IEIEPCOHATIU3UPOBAHHOM BHJIE.

[{eneBble moKa3aTeau ObUTH YCTAHOBIICHBI HA OCHOBAHUU JIAHHBIX, MOJTYYEHHBIX U3
MEPEUYNCIECHHBIX UCTOYHHUKOB.

Kpurepun Briaw4denus (s ordyerHod ¢opmbl ®CH Ne 12): nanHble
@®CH Ne 12 (nByx Tex ke AIILl onHoro okpyra), BKIIOYAIOIIUE CBEICHHS 000 BCEX JIETSIX
B Bo3pacte oT 0 10 18 ner ¢ ycTaHOBJIEHHBIM TUarHo3oM A3 (C yuyeToM 0cOOEHHOCTEH
¢bopMbl B OTHOIIEHUHM (UKCAIMU CTATUCTUYECKUX CBEIEHHN 00 YCTaHOBJIEHHBIX
aJJIEpPruYecKux 00NE3HIX):

. «J30.1-J30.4 Anneprudeckuii puHUT» (YUUTHIBATUCH CYMMApHO);

. «J45 bponxmanpHas actma», B ToM uucie «J45.0 bponxuampHas actMa
¢ mpeoOJiaJaHueM AJNIEPrUYeCKOro KOMIIOHEHTa» (YUYUTHIBAIUCH CYMMAapHO);

o «J46 AcTMaTHYECKUH CTATyC»;

. «L20-L20.9 ATtonuyeckuii nepMaTuT (YUYUTHIBAIUCH CYMMAapHO);
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. «L27.2 Jlepmatut, BbI3BaHHbIN CheleHHON nuien» u « 178.1 Ipyrue nposiBineHus

MaTOJOTUYECKON peakiMu Ha NHUILY» — YUYUTHIBAIIUCh CYMMAapHO KakK «IIUIIEBast
aJIeprusy;

o «L50.0-L50.9 Kpanusuuiiay (y4uThIBaJIOCh CyMMAapHO);

. «T78.3 AHTHOHEBPOTUYECKUMN OTEK.

Kpurtepuu neBkiwvenusi: ganueie ®CH Ne 12 (aByx tex xe AIIL] ognoro
OKpYTa), BKIIIOYAIOIIUE CBEJIEHUS O JETAX B Bo3pacte oT 0 10 18 j1eT 6e3 ycTaHOBIEHHOTO
nuar"osa A3.

Ipunounsl pacuera pasMepa BbIOOpKU. [IpeaBapuTenbHBIM  pacdeT
HEO0O0XO0JIUMOT0 pazMepa BIOOPKU HE MPOBOIUIH.

OTHueckasi JKkcneprusa. JluzaliH wucciaegoBaHus He TpeOoBana 0A00peHUs
ATUYECKHUM KOMHUTETOM, TaK KakK HE Mpeanoiaral HEMOCPEACTBEHHOIO Yy4acTHUsd
UCCIIETyEMbIX, WX HAOMIOJEHUST M KakKuX-Tu0O BMemaTenbcTB. B uccinenoBaHuu
HCIOJB30BAIM TOJBKO arperupoBaHHBIC JIEMEPCOHATU3UPOBAHHBIE CBEJICHUS O JETAX,
MPUKPEIICHHBIX K YY4aCTBOBABIIUM B MccieAoBaHUU HeCKONIbKUM AIIL[ r. MOCKBBI.

dopmupoBaHue BbIOOPKM HccienoBanus. Ha nmanHoM »3Tame uccieaoBaHUs
ObUTK KCTIONB30BaHbI Te ke cBeaeHus 3 @CH Ne 12, yTo 1 Ha npenbIyKUX dTanax.

Xapakrepuctuka Bceil BbiOOpku III 3Tama mccienoBanmusi. 3a yKa3aHHBIN
nepuos, no ganaeiM @CH Ne 12, x nsym AIILL, koTopsle aHann3npoBanuck Ha [ stare,
opu1 mipukperieH 60 851 pebenok. JlaHHBIE HMCHONB30BAIW IS aHAIW3a CBEICHUM
0 3a00JIEBa€MOCTH JIETEH aJJIEPTUUECKUMHU OOJIE3HIMU.

OcHoBHOI1I pe3yabrar ucciaenoBanus. I[lo ngamapim OCH Ne 12, cpenm
60 851 pebenka, mpukpemienHoro k  gaBym  AlIlll, konuuectBO  jnerei
¢ BepuduiupoBaHHbM quario3oM BA coctaBuiio 619 (Tabnuia 16).

3ab0J1eBa€MOCTb JIeTEH ajlieprudecKuMu O0JIE3HSIMU B 3aBUCHMOCTH OT BO3pacTa
mo ®CH Ne 12 (ot obmiero yucina aereil JaHHOro Bo3pacTa) coctaBuia (Tabmuma 17):
BA nmo 4 ner — 0,4%, 5-9 ger — 1%, 10-14 nmer — 1,6%, 15-18 mer — 0,8%;
AP g0 4 nmer — 0,1%, 5-9 mer — 1,7%, 10-14 ner — 2,4%, 15-18 ner 2%;
At/ no 4 ner — 0,3%, 5-9 ner — 0,3%, 10-14 ner 0,2%, 15-18 ner — 0,2%;
kpanuBHuULa 10 4 netr — 0,7%, 5-9 netr — 0,7%, 10-14 netr — 0,6%, 15—18 et — 0,3%;
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10-14 ner — 0%,

15-18 ner 0%;

numieBas amieprus 1o 4 iget — 0,6%, 5-9 netr — 0,5%, 10-14 gmer — 0,2%, 15—18 ner

— 0,2%.

Tabmuua 16 — Pacnpenenenune nereil ¢ BA pa3Hbix Bo3pacTtoB no noiy B aAByx AIIL]
r. Mocksbl (1anubie @CH Ne 12)

Ioka- | XapaKTepHcTHKA Bospacr, aer
Bce nern p-value
3aTellb nmoxKasarTeJjasd 0—4 5-9 10-14 15-18
0 (%) 60 851 11542 | 21095 | 16943 | 11249
° (100%) (19%) | (34,7%) | (27.8%) | (18,5%)
oo 32 446 6696 10922 | 8594 6225
o CBOTKH (533%) | (58,0%) | (51,8%) | (50,7%) | (55,3%)
: <0,001
n (%) N—— 28 405 4846 10173 | 8349 5024
baH (46,7%) | (42,0%) | (48.2%) | (49.3%) | (44,7%)
AIIII 1 32 446 4705 12164 | 8090 7470
Yupes- (53,3%) | (40,8%) | (57,7%) | (47,7%) | (66,4%)
JICHHUE, <0,001
n (%) ATIIL 2 28 405 6837 8931 8853 3779
(46,7%) | (59,2%) | (42,3%) | (52,3%) | (33,6%)
— 619 43 217 271 88
Actva (1L0% | O4%) | 10%) | (6% | O08%) |
9 < .
n (%) 60 232 11521 | 20878 | 16672 | 11161
oreyrerue (99,0%) | (99,8%) | (99,0%) | (98,4%) | (99,2%)

Tabmuna 17 — 3abosieBaeMOCTh JeTel ayuiepruyecKuMu OOJIE3HSIMHU B 3aBUCUMOCTHU
ot Bo3pacta o ®CH Ne 12 (ot ob61iero yucia aeTeil JaHHOTO BO3pacTa)

‘ Bo3spacr, Jjer p-value
Bee 194 | 59 | 10-14 | 1518
AeTH
n 60 851 11564 | 21095 16 943 11249
Moa, J€BOYKHU 32446 6705 10922 8594 6225
n (%) (53,3%) | (58,0%) | (51,8%) | (50,7%) | (55%3) <0.001
MaJTbUUKH 28405 4859 10173 8349 5024 ’
(46,7%) | (42,0%) | (48,2%) | (49,3%) | (44,7%)
JAunaruos, AP 1001 6 (0.1%) 365 409 221
n (%) (1,6%) ’ (1,7%) (2,4%) | (2,0%)
AO 4 (0,0) 1 (0,0) 1 (0,0) 1 (0,0) 1(0,0) | <0,001
AT]] 142 32 54 28 28
(0,2%) | (0,3%) | (0,3%) (0,2%) | (0,2%)
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Bospacr, Jjer p-value
Bee 194 | 59 | 10-14 | 1518
AeTH
n 60 851 11 564 21 095 16 943 11249
J{uarnos, BA 619 43 217 271 88
n (%) (1,0%) (0,4%) (1,0%) (1,6%) (0,8%)
310poB 58489 11333 20229 16070 10857
(96,1%) | (98,0%) | (95,9%) | (94,8%) | (96,5%) <0.001
Kpanusuuna 363 81 127 122 33 ’
(0,6%) (0,7%) (0,6%) (0,7%) (0,3%)
[Mumesas 233 68 102 42 21
aJLIeprust (0,4%) (0,6%) (0,5%) (0,2%) (0,2%)
Hanuuue HaJu4ue 2362 231 866 873 392
aJIepruvecKoii (3,9%) (2,0%) (4,1%) (5,2%) (3,5%)
NaTOJIOTHH, OTCYTCTBHE <0.001
n (%) 58489 11333 20229 16070 10857 ’
(96,1%) | (98,0%) | (95,9%) | (94,8%) | (96,5%)
AO, HATHYUe 4(0,0) 1 (0,0) 1 (0,0) 1 (0,0) 1 (0,0)
n (%) OTCYTCTBHE 60847 11563 21094 16942 11248 0,962
(100%) | (100%) | (100%) | (100%) | (100%)
AT, HaJu4ue 142 32 54 28 28
n (%) (0,2%) (0,3%) (0,3%) (0,2%) (0,2%) 0.180
OTCYTCTBHE 60709 11532 21041 16915 11221 ’
(99,8%) | (99,7%) | (99,7%) | (99,8%) | (99,8%)
BA, HAIMYHE 619 43 217 271 88
n (%) (1,0%) (0,4%) (1,0%) (1,6%) (0,8%) <0.001
OTCYTCTBHE 60232 11521 20878 16672 11161 ’
(99,0%) | (99,6%) | (99,0%) | (98,4%) | (99,2%)
KpanuBHuna, | Hanuuue 363 81 127 122 33
n (%) (0,6%) (0,7%) (0,6%) (0,7%) (0,3%) <0.001
OTCYTCTBHE 60488 11483 20968 16821 11216 ’
(99,4%) | (99,3%) | (99,4%) | (99,3%) | (99,7%)
IInmeBas HaJIn4ue 233 68 102 42 21
aJleprus, (0,4%) (0,6%) (0,5%) (0,2%) (0,2%) <0.001
n (%) OTCYTCTBHE 60618 11496 20993 16901 11228 ’
(99,6%) | (99,4%) | (99,5%) | (99,8%) | (99,8%)

Kpome TOro, HamMm mpoaHaIW3UPOBAHO U paClpelesiCHHuE aIepPrHISCKUX
oone3neit mo Bo3pactam u3 ®CH Ne 12 ot oOmiero 4yucia BBICTaBICHHBIX TWAarHO30B

(Pucynok 14).
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Pucynok 14 — Pacnipenenenue amiepruueckux 6ome3Hedt mo sozpactam u3z G@CH Ne 12
HeckosbKux AIILL r. MockBbI (0T 00IIETO YUCia BEICTABIICHHBIX JUATrHO30B)

4.3. AHaIM3 BO3MOKHOCTEH MCII0JIb30BAHUSA (PYHKIMOHAIA MeIMIIHHCKOM
HHGOPMALMOHHOM CHCTEMBbI J1JIs1 OLCHKH / MOHUTOPHHIA 3200/1eBA¢MOCTH

aJUIepruv4ecKux 3a0oJieBaHui

Ha III srane wuccnenoBaHus ObUIM H3y4YEHBl BO3MOXXHOCTH HCIIOJIb30BaHUSA
¢ynkunonana MUC na npumepe EMUAC 11t oleHKM / MOHUTOPUHTA 3a00J1€Ba€MOCTH
aJyIepruyeckux 3adosieBanuii, B ToMm unciie u bA, y nereit Ha npumepe Heckoiabkux ATTL]
. MOCKBBI.

Metoabl. [IpoBeneHO pETPOCHEKTUBHOE OJHOMOMEHTHOE  HCCIENOBAaHUE
ANEKTPOHHON MEAUIMHCKON JOKYMEHTAIUU MAlMEHTOB AETCKOr0 BO3pAcTa M0 TaHHBIM
EMHAC.

Hcroynuk wuHpopmanuu. lcnonp30BaHbl [MaHHBIE O JETCKOM HACEJICHHH,
npukpemieHHoM K aBym AlILl ogHOro agMuHHCTpaTMBHOTO OKpyra . MOCKBBI:

HU3BJICKAJIM W aHAJIM3UPOBAJIM CBCACHUA O IIAlIMCHTAX HN3 PCECTPOB Ha6JIIOI[CHI/DI
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ameprosora-umMmmyHosiora u neguarpa EMHUAC B nByx AIILl 3a 2021 u 2022 rr.
CO CJIEIYIOIIMMU HO30JOTHSAMU: ajuieprudeckuil puHut/mouinHo3 (J30.1-J30.4); actma,
actMatuueckuid cratyc (J45, J46); aronuueckuit nepmatut (L20); kpanusuuua (L50.0—
L50.9); anruootek (T78.4); (taba.1, 2 ®CHNe 12).

Bce cBenenust o manueHTax aHaIu3UupOBAIIU B JIETIEPCOHATIU3UPOBAHHOM BH/JIE.

[leneBble mMoKazaTeau ObUIM YCTAHOBJIEHBI HA OCHOBAaHWUU JAHHBIX, MOJYYEHHBIX
13 MEPEUYHCICHHBIX HCTOYHUKOB.

Kpurtepuu Briouenns (11 peectpoB Habmoaenuss EMUAC — annepruueckue
0oJie3HH, BKIIIOYEHHBbIE B HUX). JlaHHBIE O marueHTax B Bo3pacte oT 0 mo 18 jer,
BKJIIOUEHHBIX B PEECTpbl HAONIOJEHUS TMeauaTpa W/WIH ajuieprojora-uMMYHOJIOTa
B AIILl, y4acTByrOmMX B MCCIEAOBAHUU, C TOATBEPXKACHHBIM AJNIEPTUYECKUM

3abosieBaHrEeM (arHo3sl — coriacHo peectpam EMUAC):

. «J30.1-J30.4 Anneprudeckuii puHUTY» (CBEICHUS YUUTHIBAIN CYMMapHO);

o «J45 (J45.0-J45.9) bponxuanbHasi acTMa» (CBEJICHUSI YUUTHIBAIN CyMMapHO);
o «J46 AcTMaTHYECKUH CTATyCY;

. «L20-L20.9 Atonnueckuil nepMaTuT (YUYUTHIBATH CYMMapHO);

o «L50.0-L50.9 Kpanusnuiiay (y4uThIBaaIu CyMMAapHO);

. «T78.3 AHTHOHEBPOTUYECKUMN OTEK.

Kpurepun HeBKJIWYEHHMsI: JaHHbIE O ManueHTax B Bo3pacte oT 0 mo 18 ner,
HE BKJIIOUCHHBIX B peecTpbl HabOmoaenuss EMUAC nemuatpa w/wim amieprojiora-
ummyHosora B AIlIll, ywacTByrommx B HCCI€AOBaHUU, U 0€3 MMOJATBEP>KICHHOTO
aJJIEPTUYECKOro 3a00JIeBaHMS.

[Ipunuunsl pacyera pa3mepa BbIOOpkM. [IpenBaputenbHbIl  pacuer
HEO0O0XO0JIUMOT0 pazMepa BIOOPKU HE MPOBOIUIH.

JTuveckas 3Kcneptus3a. J[uzaliH wuccienoBaHuss He TpeboBan OJ00peHUs
ATUYECKUM KOMHUTETOM, TaK KaK He TMpeJrnoiaral HENOCPEICTBEHHOIO Y4acTus
UCCIIETyEMbIX, WX HAOMIOJEHUST M KakKuxX-Tu00 BMemaTenbcTB. B uccinemoBaHuu
MCIIOJIB30BAIM TOJBKO arperupoBaHHbIC JAENEPCOHAIN3UPOBAHHBIE CBEACHUS O JETSX,

MPUKPCINICHHBIX K YH4aCTBOBABIIHUM B NCCJIICAOBAHUN HECKOJIBKHUM AHH r. MOCKBBI.
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d®opmMupoBaHUe BbIOOPKH HCCIaeA0BaAaHUA. 11 JOCTMKEHUS MOCTABICHHOU
Ha IAHHOM JTafne€ WCCIEAOBAaHMS LEIH MW Uil JaIbHEHIIEr0 CpPaBHUTEIBHOTO
uccien0BaHus HaMu ObLT mpoBeaeH aHanu3 JaHHeiX EMUAC nByx AIILl onHoro okpyra
r. MOCKBBI — DJJIEKTPOHHOM MEIUIMHCKOM JOKYMEHTAIMHU IMAlUEHTOB JIETCKOTO
BO3pacTa, IMPUKPEIUICHHBIX K JAaHHBIM LEHTpaM. bblla u3ydeHa JJIEKTpOHHAs
MEIUIMHCKAS JOKYMEHTALUS MAalUEHTOB JIETCKOTO BO3PACTa, BKIKOUYECHHBIX B PEECTPHI
HaOJII0JICHHS AJIJIEPTOJIOTOB U NEUATPOB JIBYX YUaCTBYIOIIUX B UCCIICIOBAHUU [IECHTPOB.

Xapakrtepuctuka Bceil BbIOoOpku III 3Tanma ucciaenoBanus. J[aHHbIE CUCTEMBI
EMUAC nByx AIILl Bxmouanu cBeneHuss o 60 851 pebeHke (NMPUKPEILNIEHHOM
K ykazanHeiM  AIIL]); noxpoOHO OblIa uW3ydeHa DJIEKTPOHHAs  MEIULMHCKas
JOKYMEHTAIUsl TAalMeHTOB ¢ A3, BKIIIOUEHHBIX B PEECTPhl HAOIIOICHUS ajieproyiora u
nenuatpa (1888 manueHToB).

OcHoBHoi1 pe3yabTat ucciaegoBanud. [lo nanasim EMUAC nByx AIILL B peectp
HaOJII0JIEHHs aJlJIeprojiora-uMMyHoJiora 0buto BkitodeHo 1444 peGeHka ¢ pa3iMuHbIMU

amneprudeckumu 0ose3Hsamu (Tabmuma 18).

Tabmuna 18 — Jlannsie peectpa EMUAC (rpynmna HabmoaeHus maiueHToB ¢ A3)
y ajjieproJyiora

J{aHHBIE MO
" 6;13;‘:;“ v Bee et AIII 1 AINII 2 p-value
ajlieproJiora
N 1442 798 644
Tlox, n (%) K 558 (38,7%) | 294(36,8%) | 264 (41,0%)
M 884 (61,3%) | 504(63,2%) | 380 (59,0%) 0120
BA, n (%) HamUe 91 (6,3%) 54 (6,8%) 37 (5,7%)
orcyrereue | 1351 (93,7%) | 744(93,2%) | 607 (94,3%) 04%
AP, n (%) HamUe 1059 (73,4%) | 699 (87,6%) | 360 (55,9%)
otcyrctBue | 383 (26,6%) 99 (12,4%) 284 (44,1%) =001
ATJL, n (%) HamUe 345 (23,9%) 82 (10,3%) 263 (40,8%)
orcyrereue | 1097 (76,1%) | 716(89,7%) | 381 (59,2%) =000




IIponomxenue Tabmub 18
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J{aHHBIE MO
" 6;13;‘:;“ v Bee et AIII 1 AINII 2 p-value
aJieproJsiora
AO, n (%) HATHHe 16 (1,1%) 11 (1,4%) 5(0,8%)
OTCYTCTBHE 1426 (98,9%) 787 (98,6%) 639 (99,2%) 0405
Bo3spacrtnas rpynmna, | 04 ner 185 (12,8%) 82 (10,3%) 103 (16,0%)
n (%) 5-9 ner 606 (42,0%) 357 (44,7%) 249 (38,7%)
10-14 ner 469 (32,5%) 259 (32,5%) 210 (32,6%) 0.007
15-18 ner 182 (12,6%) 100 (12,5%) 82 (12,7%)
ITpu 3TOM B peectp EMHAC npopUIBLHOTO CIIEUAIUCTA

aJJIicprojiora-uMMyHOJIora HE BKIIKOUYCHA TaKasd HO30JIOrvsdA, Kak BA, OTCYTCTBYIOT

AUarHo3bl, COOTBCTCTBYIOIIHC HHI].IGBOfI aAJJICPIUu.

[TarmenTsl ¢ nuarHo3om bA monagaroT B peecTp Bpaya aJuIeprojaora-iMMyHOJIOTa,

TOJIBKO €CJIM YKA3aHHBIN JUAarHo3 — COIYTCTBYIOIIUH.

KomunuaectBo nereit ¢ BA, HabmogaeMbIX meauaTpoM (M0 TaHHBIM peecTpa dTOro

crienimanucta B EMUAC), coctaBuio 537 (Tabauma 19).

Tabmuna 19 — auubsie peectpa EMUAC (rpynna naGmrojeHusi manueHToB ¢ BA)

y neauarpa

J{aHHBIE MO

rpymme
T Bce netn AIII1 AIIII2 p-value
neauaTpa

N 537 293 244
K 113 (21,0%) 76 (25,9%) | 37 (15,2%)

[Tom, n (%) 0,003
M 424 (79,0%) 217 (74,1%) | 207 (84,8%)

BA, n (%) 537 (100,0%) | 293 (100,0%) |244 (100,0%)| 1,000
0-4 ner 7 (1,3%) 5(1,7%) 2 (0,8%)

Bospactras 5-9 ner 122 (22,7%) 79 (27,0%) | 43 (17,6%) 0051

rpynma, n (%) 10-14 ner 259 (48,2%) 133 (45,4%) | 126 (51,6%) ’
15-18 ser 149 (27,7%) 76 (25,9%) | 73 (29,9%)
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BeiBog mno III s3tamy: mnomydeHHble HaMmHu JaHHble 3a0oneBaeMocTH A3
10 00paIaeMOCTH COOTBETCTBYIOT O(PHUIIMATIBHBIM JAHHBIM 1O I MOCKBA 3a T€ ke TOJbl,
HO 3HAYMMO HUXKE KaK O(DUIMATIbHBIX 3apyO€KHBIX TaHHBIX, TAK U PE3YyJbTaTOB, KOTOPHIE

OBITM TTOKA3aHbI B Bap}I6e)KHBIX N OTCUYCCTBCHHBIX UCCICAOBAHUAX.

4.4. CpaBHUTEJbHBIA aHAJIN3 3200/1€BAEMOCTH AJJIEPrUYECKUMHU 00J1€3HIAMU
110 JAHHBIM CTATUCTUYECKOM Y4eTHOI (OpPMBI M CBeIeHUSIM MeIMIIUHCKOM

UHGPOPMALMOHHOI CHCTEMBI

Ha nmanmHoMm »9Tame wuccinenoBaHust ObUT  MPOBEIEH  PETPOCHEKTUBHBIN
OHOMOMEHTHBIM aHAJIN3 DJEKTPOHHOW MEIWIHUHCKOM nokymeHtaunmun u3 EMUAC
MalKMEeHTOB JIETCKOT0 BO3pacTa, NpukperieHHbIX K 1ByM AIIL] ogHoro okpyra r. MockBsI
1 UX CPaBHEHHE arperupOBAHHBIMU CBEJACHUSAMM CTATUCTUYECKOM (TOA0BOI) OTYETHOCTH
mo ®CH Nel2 tex ke AIILL

HUcrounuk uapopmauum. M3Bnekanu U aHaIM3MPOBAJIN CBEICHUS O MALUEHTAX
U3 peecTpoB HabMOAeHUs ajuieproiora-uMmmyHodora u neauatpa EMUAC B neyx AIIL]
3a 2021 u 2022 rr. CO CAEAYIOUMMU HO30JOTUSIMU: AJNIEPTUYECKUI PUHUT/TIOJIIMHO3
(J30.1-J30.4); actma, actmatudeckuii ctatyc (J45, J46); atonuueckuit gepmatut (L20);
kpanmuBHuna (L50.0-L50.9); anruoorek (T78.4). Jlng CpaBHUTENBHOTO aHaIM3a
ncnoiib3oBau ganHbie ®CH Neo 12 Tex xe nByx AIIL ¢ mpunmoxeHus MH 3a TPEXJIETHUN
nepuon (sHBapp 2020 — nexabps 2022 1.) — 3a0051€Ba€MOCTh I10 00paIIaeMoCTH,
otdeTHas (opMma MO KIacCy OTACIbHBIX HO30JIOTHI, OTHOCSIIMXCS K aJIepruuyecKum
oone3nsaM (tabmuibl 3 U 4 uz ®CH Ne 12): annepruyeckuit punut/moiunos (J30.1);
act™Ma, actmatudeckuit craryc (J45, J46); atonuueckuit nepmarut (L20, L20.8, L.20.9,
L24.9); numesas amneprus (L27.2); kpanusuuma (L50.0-L50.9); anruootek (T78.4).

Bce cBeneHuns o napeHTax aHAIM3UPOBAIIHN B JIETIEPCOHATIU3UPOBAHHOM BHUJIE.

LeseBble moka3aTeau ObUIM YCTAHOBJICHBI HA OCHOBAHUM JAHHBIX, MOJTYYEHHBIX
U3 MEPEUHCICHHBIX HCTOYHUKOB.

IIpunuunsl pacyera pa3mepa BblOOpkM. [IpenBaputenbHbIl  pacuer

HEO0OXO0JIUMOT0 pazMepa BHIOOPKU HE MPOBOIUIH.
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JTuveckas 3Kcneptu3a. J[uzaliH wuccienoBaHuss He TpedoBan OJ00peHUs
ATUYECKUM KOMHUTETOM, TaK KaK He TMpeJrnoiaral HENOCPEICTBEHHOIO YYacTus
UCCIIETyEMbIX, WX HaOMIOJEHUST M KakKuX-Tu00 BMenaTenbcTB. B uccrnemoBaHuu
MCIIOJIB30BAIM TOJBKO arperupoBaHHbIC JAENEPCOHAIM3UPOBAHHBIE CBEACHUS O JCTIX,
MPUKPEIICHHBIX K YY4aCTBOBABIIUM B MccieAoBaHUU HeCKONIbKUM AIIL[ r. MOCKBBI.

XapakTepucTuka Bceil BbIOOPKM 3Tanma HcciaedoBaHuMs. J[aHHBIE CHCTEMBI
EMUAC nByx AIILl Bxmouanu cBeneHuss o 60 851 pebeHke (MPUKPEILNIEHHOM
K ykazanHeiM  AIIL]); noxpoOHO Oblla UW3ydeHa DJIEKTPOHHAs  MEIULMHCKas
JOKYMEHTAIUsl TAalMeHTOB ¢ A3, BKIIIOUEHHBIX B PEECTPhl HAOIIOICHUS ajieproyiora u
nenuatrpa (1888 manueHToB cCymMMapHO).

Bribopka panubix mo @D®CH Ne 12, cdopmupoBannas mno asym Allll,
YYaCTBYIOIIMM B MCCIIEIOBaHUHU, cocTaBuiia Takke 60 851 pebeHka, ee MCHOIb30BaAIN
JUISl aHAJTM3a CBEJICHUM 0 3a00JIEBAa€MOCTH JIETeH ajiepruuecKuMy 00Ie3HIMM.

OCHOBHOI1 pe3yJbTaT CPABHUTEJNBHOr0 uccjenosanus. [lo nanueim EMUAC
nByx AlIlll B peectp HaOMIOAEHUS aJJIEProjora-MMMYHOJOTa OBbUIO BKIIFOYEHO
1444 pebenka ¢ pa3NIUYHbIMU aJUIEPTUYECKUMU OOJIE3HIMMU.

ITpu 3TOM B peectp EMHAC popUIBLHOTO CIIEAAIUCTA
aJjyieproyiora-MMMYHOJIOTa HE BKJIIOUYEHA Takas HO30J0THs, Kak bBA; OTCYTCTBYIOT
JTMArHO3bl, COOTBETCTBYIOIINE MUIIIEBON aJIEPTUH.

[TanirenTsl ¢ nuarno3om BA momamaroT B peecTp Bpaya ajjieprojaora-uMMyHOJIOTa,
TOJIBKO €CJIY YKA3aHHBIN JUarH03— COIYTCTBYIOIIUN.

KomunuaectBo nereit ¢ BA, HabmogaeMbIX meauaTpoM (M0 TaHHBIM peecTpa dTOro
crienimanucta B EMUAC), coctaBuio 537 (Tabauma 19).

B 10 e Bpems mo @CH Nel2 cpenu 60 851 peGenka, TpUKPEIIIEHHOTO K JBYM
AIIll, xonmyecTBO nAeTel ¢ BepupUUHUPOBAHHBIM auarHo3oM BA cocrtaBuio 619
(Tabmura 16).

3a00J1eBa€MOCTb JIETEeH ajlieprudecKuMu O0JIE3HSIMU B 3aBUCHMOCTH OT BO3pacTa
nmo ®CH Ne 12 (or oOmero umciaa JAeTeld JaHHOTO BO3pacTa) COCTaBHJA:
BA nmo 4 ner — 0,4%, 5-9 mer — 1%, 10-14 nmer — 1,6%, 15-18 mer — 0,8%;
AP g0 4 nmer — 0,1%, 5-9 mer — 1,7%, 10-14 ner — 2,4%, 15-18 ner 2%;
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At/ no 4 ner — 0,3%, 5-9 nmer — 0,3%, 10-14 ner 0,2%, 15-18 ner — 0,2%;
kpanuBHuLa 10 4 netr — 0,7%, 5-9 netr— 0,7%, 10-14 netr — 0,6%, 15—18 mer — 0,3%;
AO mo 4 mer — 0%, 5-9 mer — 0%, 10-14 ner — 0%, 15-18 mer 0%;
nueBas amieprus 1o 4 jget — 0,6%, 5-9 ner — 0,5%, 10-14 gmer — 0,2%, 15—18 ner
— 0,2% (Tabmuma 17).

OnHaKo CpaBHUTENbHBIN aHaAIN3 JaHHBIX T00BOr0 otyeta ®CH Ne 12 u cBeneHumit
EMMUAC BoisiBun nienslii psan pacxoxaeHuit. Tak, nuarno3 BA no peectpaM HaOIr01eHUS
nenuarpa EMUAC Obut ycTaHOBIIEH TOJBKO 537 netsm.

[Ipu cpaBHutenbHOM aHanmu3e AaHHBIX @CH Ne 12 u 31EKTpOHHBIX KapT
nanueHToB B EMUAC (peecTtpoB HaOMIOAeHUS TIEUATPOB M AJIEPTOJI0OTOB MAIlUEHTOB
C QJUIEPrUYECKUMU OO0JIE3HSIMHU) BBISIBJICHBI CIEAYIONIME PAa3IUdMs: YKUCIO MAIllMeHTOB
¢ AP coctaBunio 1001 u 1059; ¢ At[]l — 142 u 345; ¢ kpanuBHuned — 363 u 33;
cAO — 4 u 16 coorBerctBeHHO. [lumieBoit amneprueid crpaganu 233 peOeHkKa
o ceenennsiM @CH Ne 12, ogHaKO HUKTO M3 HUX HE YUCIUIICS B peecTpax HaOII0IeHUS
crienimanructoB B EMUAC (B ToM 4nciie o TpUYKMHE HEUCTIOJIH30BaHUsI CIICIIHATUCTaMHU
konoB MKB10 — L27.2 JlepmaTtuT, BbI3BaHHBIN cheneHHOM mumed u T78.1 [pyrue
MPOSIBIICHUSI MATOJIOTMYECKON PEaKIINU Ha THUILY ).

[Ipu sTom B cucteme EMUAC u3 537 nereii ¢ nuarno3om BA 91 peGeHok Bce ke
YUCIWICS B peecTpe HaOMIOJACHUs alljIeprojora, HO TOJBKO IO MPUYMHE HAIWYUA
KOMOpOUJHON maronoruu (OTHOCAIIEHCs 1o paHxupoBaHuto cucreMbl EMUAC
K aseprojorudaeckomy npoduito) (Tabnuma 18).

Takum 00pa3oM, B peecTpe aJieprojiora U peecTpe neauarpa cyMMmapHo mno A3
Haxonsared (1444 + 537 = 1981 (Ho u3 HUX yacTu4HO 1o bA 93 yenoBeka nyonupyroTcs
c conyTcTByromuM AP), mosToMy cymMMapHO€ YHUCIO MAlMEHTOB M3 JIBYX IIEHTPOB
coctaBuio 1888 nereid.

Pe3rome pesyabrata ucciaegoBaHusi. HecMoTps Ha  yCTaHOBJIEHHOE
B HCCJICIOBAHUU PACXO0XKJICHUE PE3YJIbTATOB MO JAHHBIM O(PUIIMATBLHBIX UCTOYHUKOB —
OCH Ne 12 (3aduxcupoBaHHBIX MO 00PAIa€MOCTH TUarHO30B) U PEECTPOB MEIUATPOB U
amieproysioroB B EMUAC, BbisiBieHa HHM3Kas 4acToTa BEpUDUIIMPOBAHHBIX JUATHO30B

A3y aerelt B 000uX ciiyqasix. ITO MOATBEPKAAET HEOOXOIUMOCTh COBEPIIICHCTBOBAHUS
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MHCTPYMEHTOB CBOEBPEMEHHOM IUAarHOCTUKU A3 y JI€Ted B peaJbHON KIMHUYECKOU
IIPAKTUKE MEINATPA U AJTIEPTOIIOTA.

Pa3pabotka u wuHTerpanus B CHCTEMY NPOCTHIX AJITOPUTMOB BEPHUPUKALHNH
IMarHo3a ¢ HCMOJb30BaHMEM IuiaTgopmbel u Bo3MoxxkHocted MUC (Ha mnpumepe
EMUAC) pact meamaTpamM W Bpadam-ajuieproyioraM IU(pOBbIE WHCTPYMEHTHI IS
CBOEBPEMEHHON TUAarHOCTUKU A3 M KOPPEKTHOro ydera 3a00JeBaHU. DTO SIBUIIOCH
OCHOBAHMEM [JIsl MPOAOJHKEHUS Halleld paOOThl U ISl PELIEHUs BBISBIEHHBIX Po0iIemM

Ha MPEAbIIYIINUX dTanax.

4.5. UcnoJsib30BaHMe BO3MOKHOCTEH MeIMIIUHCKOM HHPOPMAITMOHHOM CUCTEMBbI
Ha NIePBOM U BTOPOM YPOBHAIX CHCTEMBbI 3IPaBOOXPAHECHUS.

Mapmpmiaunﬂ IleTeﬁ C AJVICPrut4€CKNMHU 00J1e3HAIMHM HA COBPEMCHHOM 3Tall€

B nanHOM paszniene, yuuThIBasi U3y4aeMble HAMU BOIIPOCHI, PACCMOTPHUM MOJIPOOHO
¢yukimonan MMUC na mnpumepe EMUMAC, noctynHbeli BpauaM, HMEIOIIUM
CIIELIMAJIbHOCTH NEIUATPa U aJIEPToJIora.

B coorBerctBun ¢ Ilpukazom MunuctepcTBa 3apaBooXpaHeHus Poccuiickoit
Oeneparuu ot 29 nexadbpst 2012 roma Ne 1706 «OO0 yTBEpKICHHUH METOIUYECKHUX
peKoMeHAanui no pa3paboTKe opraHamu BiacTu cyObekToB Poccuiickoit denepanun
IJIAHOB MEPONPUITUN («IOPOKHBIX KapT») «M3MeHEeHHs] B OTpaciiax COLHAIbHOU
chepbl, HampaBJIEHHbIE Ha MOBBIICHHE S(PPEKTUBHOCTU 3/IPABOOXPAHEHUS CYObEKTa
Poccuiickont ®@enepaunn» B Poccuiickoit denepanuu co3gaHa TPEXYpPOBHEBAsI CUCTEMA
3IpaBOOXpaHEHHUs, KOTOpasi U 00yclaBIMBaeT OCOOCHHOCTH MPOIECCa NUATHOCTUKHU U
BepuduUKaluu AuarHo3a, Ipoiiecca KOHTPOJISI 3a TEYEHHWEeM 3a00JIeBaHUS, a TakKXKe
npouecca MapuIpyTA3aUUM TMAlUEHTa C HUCIOJIb30BAHUEM JIOCTYIHBIX MEIUIIMHCKUM
pabOTHUKAM Ha CETOJHAIIHUN JI€Hb TEXHUYECKUX HWHCTPYMEHTOB, a HWMEHHO
¢ynkunonana MUC.

B Hacrosmee BpeMs mpouecc  MEIHIIMHCKOTO  CONPOBOXKICHHS — JE€TEH

C nIpcAarojgaracMbIM AUArHo30M A3 MoxHO YCJIOBHO pa3JICJIUTh Ha TPpX OCHOBHBIX 3Talla:
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1. [TocTaHoBKa MpeIBapUTEIBLHOTO JUArHO3a.
2. Jlnarnoctuka v Bepudukanus AuarHosa.
3. MOHUTOPUHT KOHTPOJISI 3200JI€BaHUS.

Ha nepBoM yC0BHOM 3Tane Bpad NEPBUYHOTO 3BEHA, B HALLIEM CIIydae — eauarTp,
BBICTABJISIET TPEABAPUTENBHBIA JMArHO3, IIOCJIE YEro HampapiIsdeT MNalUeHTa WIN
K IPOQUIBHOMY CHEIUAINCTY — aJUIeproyiory, WIH, MNpU HEOOXOIUMOCTH —
K IIyJIbBMOHOJIOTY IIPH AOCTYITHOCTH €T0 Ha BTOPOM YPOBHE.

BTopo#l ycimoBHBIN 3Tanm COCTOWUT B JAJbHEHIIEM AUArHOCTUYECKOM IIOMCKE U
Bepu(UKAMU OKOHYATEJIIbHOI'O JIMarHo3a MalHueHTy NPOPUIbHBIM CHEUAIUCTOM —
aJUIEProJIOrOM WM ITYJIBMOHOJIOTOM.

TpeTuil yCHOBHBIM JTalm peanu3yercs IMYTEM OCYIIECTBIEHUS KOHTPOJA
32 TeYeHUWEeM 3a00JieBaHMUs U, MpPU HEOOXOAMMOCTH, HANpaBICHUEM NAlUEHTa
C IOATBEPKACHHBIM JMAarHO30M B YUYPEXKACHUE CHCTEMBI 3IPaBOOXPAHEHUS TPETHETO
YPOBHH.

Takum 00pa3om, Mo pe3yibTaTaM IPOBEIECHHOIO aHajlu3a MPOLECCOB B CUCTEME
3paBOOXPAHEHNUs, YTBEPKIACHHBIX HOPMATHUBHBIMH aKTaMH, B paMKax BOIPOCOB
UCCJIEeIYEMbIX B HACTOSIIEH paboTe, MOKHO BBIIECIUTh 1Ba OCHOBHBIX OHM3HEC-IpoLEecca
— TO €CTh IIOCJIEIOBATEIbHOCTh JIEWCTBHI, OCYILECTBIEMBIX BpauoM HpH padoTe
B EMUAC npu npoBeieHNY Mprema MalueHTa:

1. Tlpouecc AMarHOCTUKH M BEPU(PUKALMM HArHO3a, B pPaMKaX KOTOPOIO IEIuatp
BBICTABJSIET IIAIIUEHTY IPEIBAPUTENBHBIM JIUAarHo3, IIOCJIE€ YEro HaIpaBIIIET €ro
K IPOPUIBHOMY CIIELUATUCTY — aJUIEProjory sl Bepu(UKaIuy JUarosa.

2. Ilpouecc MOHUTOpUHIA KOHTpOJIS 3a0oneBaHus. OH peasn3yercsl NMpu AUAarHose,
yKe BEpUPUUUMPOBAHHOM MEAMIMHCKAM pAOOTHUKOM BTOPUYHOIO 3BEHA —
ajuIeproyiorom. Peanusanus JaHHOTO NMPOLECCA BKIIOYAET TPH PA3IMYHBIX BAPUAHTA:
2.1. menpmuatp, mMpu OTCYTCTBUU KOHTPOJISI 3a00J€BaHUS U OTCYTCTBUU BO3MOKHOCTH
CaMOCTOATENIHOM  KOPpPeKIMH  WJIM  OpU  HEOOXOJUMOCTH  JajbHennien
i depeHunanbHOil  TUarHOCTHKM, HMMEET BO3MOXKHOCTh HAlpaBUTh NAlMEHTa

B MEJULIMHCKOE YUPEKICHUE BTOPOrO MU TPETHETO YPOBHEM;
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2.2. amneproyior, MOHUMAas, YTO MOKET CaMOCTOATEIIbHO OCYIIECTBUTH KOPPEKIUIO
Tepanuu 3a00JIeBaHUs, UMEET BO3MOKHOCTh HE HANPaBIATH MAIIUEHTA B MEAUIIMHCKOE
YUPEKICHUE TPETHETO YPOBHS;
2.3. amieproJior HampaBJseT NalUeHTa B MEAUIIMHCKOE YUPEKICHUE TPEThETO YPOBHSI B
CIEAYIONIUX CIyYasx:

® [pU OTCYTCTBUU KOHTPOJIA 3a00J€BaHUS ¥ OTCYTCTBUM BO3MOXXHOCTH

CaMOCTOSITEIbHOW KOPPEKIINY;

® [IpU HEOOXOJMMOCTH JalbHelel nuddepeHimanbHON JMarHOCTHKY,

e JJIsl PEIIEHUsI BONIPOCA O HA3HAUYCHUH TapreTHOU Teparuu.

VYkazaHHbIe MPOIIECCHl MOTYT OBITH PEeaM30BAHbI UCKIIFOYUTEIBHO 332 CUET CTPOTO
BBICTPOEHHOTO IIPOIlecca MapIIpyTU3AIMY MAIlUEHTa OT CIIEIHAINCTa IEPBUYHOTO 3BEHA
MEJIUIIMHCKOW TMOMOIIM JO0 CHEIUaTU3UPOBAHHBIX CTAIIMOHAPOB M pedepeHCHBIX
LEHTPOB, BKIIOUYEHHBIX B TPETUN YPOBEHb CUCTEMBI 3IpAaBOOXPAHEHUS.

I'paduueckoe wu300pakeHHWE OMUCAHHBIX IIOCIEI0BATEILHOCTEN JIEMCTBHMA,
ocylecTBisieMbIX BpauoM npu pabotre B EMUAC npu npoBeieHun npueMa mnarueHTa

npejcraBiaeHo Ha Pucynke 15.

MpepBapuTenbHbIA AUArHO3 MoaTBep)XXAeHHbI AnarHos

z Bpay nepBUYHOro 38eHa Bpay BTOPMYHOrO 3BEHA

> (negunatp) (annepronor)

o

E

0

<

_|

=

w

>

J; Bpay BTOpMYHOro 3BeHa TpeTbe 3BEHO - CTauMoHap
VvV = (annepronor) (annepronor, nynbmoHonor)

Pucynoxk 15 — IlocnenoBaTenbHOCTh AEHCTBU, OCYLIECTBIISIEMBIX BpauoOM MpU padboTe
B EMUAC npu npoBeieHNY ITpreMa MaueHTa
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Kak OblI0 OTMEUEHO paHee, OCHOBHBIM HHCTPYMEHTOM CTOJIMYHBIX Bpaueu
Ha ceroansimHuid  AeHb sBiugercss EMUAC. PaccmarpuBasi  ¢GyHKIIMOHAJIbHBIC
BO3MOXXHOCTH CHCTEMBbI C TOYKHM 3pPEHUS JAUATrHOCTUKM U BepUPUKAIIMU IHATHO3a,
a TaK)Ke€ KOHTPOJISI 32 TEUCHUEM aJUIEPrUYeCcKUX 3a00JIeBaHUM, MOKHO KOHCTaTUPOBATb,
4TO €€ (PYHKIMOHAIbHBIN MOTEHIIMANI HAa TEKYIIEM 3Tare HE peain30BaH B MOJHOM Mepe.

HeoOxonumo oTMETUTH, YTO Ha CETOAHAIIHUNM JeHb peanuszoBaHas B EMUAC
TEXHUYECKAasE BO3MOXXHOCTh OCYILECTBICHHS JIEKTPOHHON MapIIpyTU3AUU MAIIUEHTOB
OT MEAULMHCKUX CHENUAIMCTOB IEPBOTO YPOBHS K Bpadyam BTOPOTO U TPETHETO YPOBHEN
C MPEABAPUTEIIBHBIMU U MOATBEPAKACHHBIMU THArHO3aMH, B TOM 4YHUCIE, ¢ A3 JTOBOJBHO
BpeMsizatpatHa. [IpakTudeckuil ONbIT MEIUIIMHCKUX PAOOTHUKOB MOKA3bIBAET, UTO MPHU
CpeaHEM HOPMATMBHOM BPEMEHM NpPHEMA MAIMEHTA MEAUATPOM M AJIEProJIOrOM,
ycrtaHoBiieHHOM B OonbmimHcTBe Allll, mpopomxkurensHocThto B 12—15 MuHyT,
3HAYUTEIIBHOE BPEMs 3aTPAYMBACTCSl HA 3AMIOJIHEHHUE AJIEKTPOHHOTO HAIPABIICHUSA, YTO
cokpamjaer (akTUYECKOe B3aMMOJICHCTBHE Bpada C NAlMEHTOM B paMKax Ipuema,
a CJIeI0BaTeIbHO, MOXKET CHIKATh 3 (PEKTUBHOCTH OKAa3aHUSI MEAUIIMHCKON TTOMOIIIH.

CBeneHUs. O JUIMTEIBHOCTH 3alOJIHEHHUS 3JIEKTPOHHOTO HANpPABJICHHS B paMKax
npueMa ObLIM TMOJYyYEeHBl B XOJI€ MPOBEACHUS COOTBETCTBYIOIIETO HCCIEIOBAHUS —
MOHUTOpPUHTA  TallMUHra, KOTOpPBIKA  emle pa3  MoKa3al  HEOOXOJIUMOCTh
YCOBEPILIEHCTBOBAHUSI AJITOPUTMOB CO3/aHUA JIEKTPOHHBIX HarpasieHuid B EMUAC
C UCTIOJIb30BAaHUEM  TMpeJJlaraéMblX  HaMHM  TOTOBBIX  IU(PPOBBIX  OJIOKOB,
MOApa3zyMEBaIOIIMX BO3MOKHOCTh UCT0JIb30Banus ¢yHkimonanta CIITIBP.

B nccnenoBanny yd4acTBOBAIM MSITh Bpayel-MeAMATPOB U OJIMH BPad-aJlJIEProyior
B TeueHue 23 pabouux auer. Kaxapiii Bpad B TeueHue JHS (PUKCUPOBAI JJIUTEIBHOCTD
(B cekyHaax) 3amoJiHEHUs JeKTpoHHbIX HarpaBiiennii B EMUAC na Tpetuil ypoBeHb
CHUCTEMBI 3IpABOOXPAHEHUS.

[IpoaHan3upoBaB MOJYYEHHBIE TaHHBIE, HAMH CHIEJIAH BBIBOJ O JJIMTEIBLHOCTH
3allOJIHEHHS ANEKTPOHHOTO HanpasiieHus B EMUAC.

Cpennee BpeMs 3alOJHEHHS 3JIEKTpoHHOro HampasieHuss B EMHUAC no Bcem
BpadaMm B TeueHHe 23 pabouyux JHEH B pa3pe3e pabouux AHEH M KOJIMYECTBA BBIJAHHBIX

HarnpaBlyieHu# npeacTtaBiaeHo B Tabnune 20 u Ha Pucynke 16.
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Tabmuna 20 — CpenHee BpeMs 3allOJIHEHUSI 3JIeKTpoHHOro Hampaienuss B EMUAC
0 BCEM Bpavyam

Jennb Cpennee BpeMs 3an10JIHeHHs 3J1eKTPOHHOro HanpasJjeHusas B EMUAC (cek.)
1 neun 316,1
2 IeHb 311,4
3 neHb 308.,7
4 neHb 312,0
5 neup 296.4
6 1eHb 301,0
8 1eHb 303,4
7 neHb 2993
9 neHn 308.8
10 neHn 300,8
11 neusn 309,2
12 neHn 301,9
13 neHn 303,9
14 neHn 2974
15 neHn 306,4
16 neHb 305,5
17 neHn 308,0
18 neHn 301,0
19 neHn 312,77
20 neHb 299.6
21 neub 306,8
22 neHb 300,4
23 neHb 2959
Cpennee 304,6

700,0

g 600,0

L 500,0

o

S 400,0

2 300,0

= 300,

S 200,0

=

~ 100,0

0,0

1 nenp E—————
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0 4] [ 2 2 2 2
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(&) (0] o (&) O o Q
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N on <t wv O [e2e} N

Pucynok 16 — Cpennee nHeBHOE 3HAYEHHE JJIMTEIBHOCTH 3aM0JIHEHUS 3JIEKTPOHHBIX
HanpasieHnii B EMHUAC pa3sHbiMu Bpauamu

10 ncHD ————
11 TeHD ————
12 meHp Se—
13 ncHD T———
14 netp ———
15 ncHD —————
16 ncHD T———
17 netp n———
18 ncHD T———
19 necHp T————
20 geHp T——
21 IcHD ————
22 ICHD e——
23 [lcHp ———

N3 npencrasnenHoit Tabmuubr 20 u Pucynka 16 BuAHO, 4YTO CpeaHsis

JUTUTEILHOCTh 3alOJIHEHUs 3NeKTpoHHoro Hampasienuss B EMUAC cocrasnsieT Goiee
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40% Bcero perjaaMeHTHOrO BPEMEHHM NpHUeMa IeauaTpa, KOTOPbId B CPEIHEM JUTUTCS
12 munyt (720 cexynn) u oxkosno 30% periamMeHTHOrO0 BpPEMEHM IMpuema ajjieprosiora
(15 Mmuny1/900 cexyHn).

Takum 00pazoM, cpeHss JIUTEIbHOCTD 3al0JHEHUS 3JIEKTPOHHOIO HAaIlPaBJIEHUs
B EMHAC ¢ nepBoro u BTOporo Ha TpeTUH yPOBEHb CUCTEMBI 3PABOOXPAHEHUs PaBHA
npubnusurenbHo 305 (£2) cexkynn (Tabmuma 21, Pucynok 17) BHe 3aBUCHMOCTH
OT KOHKPETHOI'O Bpaya, €ro CHEeUUAJbHOCTH WM JAaTbl OpHeMa, YTO TOBOPUT
0 HEOOXOAMMOCTH palMOHAIM3aMM BPEMEHHBIX 3aTpaT MpPH OCYIIECTBICHUU MpUEMa
NalMeHTa MEAMIMHCKAM PAOOTHUKOM C aKIEHTOM Ha COKpAIEHUE 3aTpaurBaeMOro
BPEMEHU Ha BBINOJIHEHHE TEXHMYECKUX MaHUNYJALMA U YBEIUYEHHE UIMTEIbHOCTH

HCETIOCPCACTBCHHOT' O BBaHMOHCﬁCTBHH AOKTOpa C MalinuCHTOM.

Tabmuua 21 — CpenHsAss NIUTENBHOCTb 3AIMIOJHEHHS 3JIEKTPOHHOTO HaIpaBJiIeHUS
B EMUAC kaxasIM BpauyoM Ha NPOTsHKEHUH 23 pabounx qHER

Bpau Bpau A Bpau B Bpau C Bpau D Bpau E Bpau F
JIMTeIbHOCTD 299,9 305.,9 307,3 3059 303,2 305,1
305,1
303,2

Bpaun

N B
| e
N =)

0,0 100,0 200,0 300,0 400,0 500,0 600,0 700,0
JInTeIbHOCTD 3amoJIHeHUsI 3JIeKTpoHoro Hanpasenusi B EMUAC (cek.)

Bpau F Bpau E mBpauD mBpauC mBpauB mBpag A

Pucynok 17 — CpenHsst JIATENIBHOCTD 3aII0IHEHNS 2JIEKTPOHHOTO HAIIPaBJICHHUS
B EMUAC kaxJpIM Bpauom
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T'JIABA 5. UHTEJUIEKTYAJIBHASI OBPABOTKA KJIMHUYECKHUX
JTAHHBIX B IMAT'HOCTHKE U MOHUTOPUHI'E KOHTPO.IS
BPOHXUAJIBHOM ACTMBbI Y JIETEN

5.1. I/IHTeJIJIeKTyaJIbHaH OﬁpﬂﬁOTKa KINHAYCCKUX JAaHHBIX B JTHAIHOCTHUKE U

Bepn(bmcauml ANar"mo3a 6pOHXI/IaJ1]>H0171 aCTMBbI Y IleTeﬁ Ha nmpueMe y neauarpa

B I'maBe 3 Hacrosimieil paboThl MMOKa3aHa W MPOWLIIOCTPUPOBAHA MO3IHSA
IUarHocTuka bA y niereil Ha MOJUKIMHUYECKOM JTarle.

Yactora BcTpeuaeMoctu (st ®HC Ne 12 rpada «3aboneBaeMOCTh», B KOTOPOit
(bUKCUPYIOTCS KaK BHOBb BO3HUKIIINE, TAK U PaHEE CYIIECTBOBABIINE CIy4au MO JaHHOU
HO30JIOTHUH, MO MOBOJY KOTOPBIX ObUIM OOpalieHusi B JaHHOM KaJeHJapHOM roay) bA
coctapuna 1,1%. Ilpm »>TOM  yBEenWYEHHE  CpPEIHETO0  BO3pacrta  JETed
¢ BepuduiupoBanHbiM auario3oM bA B 2022 r. no cpaBHenuto ¢ 2020 r. (B ycIoBUSIX
CTaTUCTUYECKM HE OTJIWYHMMOTO KOJIMYECTBA IMPHUKPEIUIEHHOTO JIETCKOrO HACEICHUS
0 ToJlaM HAOJIOICHUSI) MOXKET OBITh CBSI3aHO KaK C OTCYTCTBHEM WJIM CHUXKEHHOU
JOCTYIHOCTBIO MPOGUIBHOTO CIEIUATUCTA, TAK U C HECOBEPIICHCTBOM CYIIECTBYIOIINX
AJITOPUTMOB MapUIpyTU3alUH AeTel ¢ cuMmnromaMu BA W, Kak CIeACTBHUE, C MO3IHEN
NUATHOCTUKOM OOJIE3HHU.

[Ipuem manueHTa neauaTpoM COCTOUT U3 HECKOJBKUX 3TAllOB: OCMOTP MAIlMEHTA,
BHECEHUE CBeleHHil o pesynbratax npuema B EMUAC, nmpu HeoOXoAMMOCTH —
3anosiHeHne B EMHMAC cooTBETCTBYIOINX HAIIPABICHUM U HA3HAYCHUM.

B mpouecce ocymiecTBieHUs MEeAHMATPOM MNpPUEMA MMAUMEHTa C IMOTEHUUAIBHO
BO3MOXHBIM JJUarHo3oM bA Bo3HHMKaeT BOIPOC 0 HEOOXOMMOCTH HalpaBiIeHUs peOeHKa
K CIIEIUATUCTy BTOPOTO 3B€HA — aJIEProJiory uisl Bepudukauuu auarnosa. s atoro
HeoOxoumo 3anoHuTh B EMUAC HanpaBieHue Ha pUeM K ajieproJiory.

[TogpoOHast cxema, a TakKe IMOLIArOBOE€ OINHUCAHUE Tpoliecca 3aroTHEHUS
anekTpoHHOro HampasieHnss B EMUAC Ha npumepe ponu menuarpa NpeacTaBIICHBI

HMIKE.
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PaccmoTrpuMm mpouecc ocymectBiaeHuss npuemMa nanueHta B EMHUAC wu
MOIIArOBBIM MPOIIECC 3aMOTHEHUS MEIUATPOM SIEKTPOHHBIX (HOpPM.

[Tocne ayrentudukanuu B cucteme EMUAC u BbIOOpE COOTBETCTBYIOIIEH POJIH
MOJIb30BaTelNsl, MeauaTpy AocTynHa Bkjiaaka «llman mpuemMa» u MeIUIIMHCKAs KapTa
MalueHTa.

[Tocne OTKpBITHSA BKJIQJAKUA C JAHHBIMU MAlUEHTA TMOSBIISIETCS TUAIIOTOBOE OKHO
C DJICKTPOHHOM KapToi MNalueHTa, KOoTopas BKIIOYaeT B ceOsl JaHHbIE O MallUEHTE
(®amunus, ums, oruectBo (OUO) u nata poxaeHUs, JaHHBIE MOJIUCAa 00A3aTEIHLHOTO
MEJIUIIMHCKOTO cTpaxoBaHus U CTpaxoBOM HOMEP UHIAUBUIYAIHHOTO JIUIIEBOTO CYETA),
a TaKk)Xe BKJIAJKU CO CIECAYIOIINMU CBEACHUSMU: O JUArHO3aX, MPEIbIAYIIUX OCMOTpax,
KOHCYJIbTAllUSIX, JaHHbIE O Ja0OpaTOPHBIX WHCTPYMEHTAIbHBIX HCCIEIOBAHUSIX,
BBINIUCAHHBIX JIEKAPCTBEHHBIX IIpenapaTax, MPOBEJAEHHBIX JIEYEOHBIX Mpoleaypax,
JaHHbIE 00 UMMYHONPO(UIAKTHKE, TUCTAHCEPU3ALNN/TIPOPUTAKTUIECKUX OCMOTpax,
JAHHbIE MOHHUTOpPUHTra (AHTPOMOMETPUS), 3arpyKEHHbIE JOKYMEHTHI (BBIJIAHHBIC

MEJIUIIMHCKUMU yUpexIeHUus MU, KoTopbie He noakitodeHsl Kk EMUAC) (Pucynok 18).

Npunoxera  Mecra | =) =) © Ko EMMAC fu C6,2Honbpa 10:17 &
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Pucynoxk 18 — JlnanoroBoe OKHO € 3JIEKTPOHHOW KapTOM MaIlUEeHTa
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Takoxe maHHbIN pa3nen coaepkuT BkIaaky «Kapra Ne 026/y-2000», npu nepexojie

Ha KOTOPYIO UMEETCS BO3MOKHOCTh BHECEHHUSI cleqyromMX JaHHbIX (PucyHnok 19):

OOGmurue cBeneHust 0 peOCHKE.

AHaMHECTHYECKUE CBENCHUS.

[Tepenecennsbie 3a001€BaHMUs.

CBeneHus 0 TOCOUTAIIU3AIINH.

CBeneHus 0 CaHATOPHO-KYPOPTHOM JICUEHUH.

[Ipomyck 3ansATHI 1O OOJIE3HU.

CeneHus O JUCIAHCEPHOM HaOIIOCHUU.

O06s3arenpHbIE JIEYeOHO-MTPOPUITAKTUIECKUE MEPOTIPUITHSL.

NmMmyHODpOodHIaKTHUECKUE MEPOIIPUSATHS.

[IpodunakTuyeckrie OCMOTPHI.

[IpuemMbl B MEAUIIMHCKUX OJIOKAX.
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06y xMBaIOL oMK
FRYR "Ar No 32 N3M"

02 Hosbps 2024,1017 )

MANL30 [

Pucynok 19 — Bxinaaka «Kapta Ne 026/y-2000»

HecMoTpst Ha OOMIMpHBIA NEepedyeHb CBEIEHUW, BHOCUMBIX B 3JEKTPOHHBIN

npoduib NAlMEHTa, B TOM Yucie Haxoadmuxcs Bo Bkiajke «Kaprta Ne 026/y-2000», s
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CIeUAINCTa BTOPUYHOTO 3BEHA M3BJICUCHUE U aHAIIU3 COJAEpIKalleicss B 0a3e JaHHBIX
nHpOpMAIIU JOCTATOYHO TPYJOEMOK W BpeMs 3aTpaTeH. AHaIu3 CYHIECTBYIOIIMX
CBEJICHMI B paMKax npremMa 0€3yCIOBHO MOAPa3yMEBAET 3aTPaThl BPEMEHHU, M0 aHAJIOTUH
C IPOBEIACHHBIMU HaMH HccieAoBaHusaMHU TaiimMunra (Tabmuna 21, Pucynok 17), uto
CO3/Ia€T MPEANOCHUIKH JUIsl TOWUCKAa TEXHUYECKUX PEIICHUH, CIOCOOCTBYIOIIMX
ONTHUMH3ALMHU IIpoLiecca.

Ha cnenyromeM mare menuarp B IPOLIECCE OCYIIECTBICHHS NpUEMa MalHUeHTa
dbopMuUpyeT OPOTOKOJ MpUEeMa IMyTEeM 3alOJHEHUs SJIEKTPOHHOW (OpPMBI OCMOTpa,
C UCIOJIb30BAaHUEM CO3/IaHHBIX UM paHee 11a0J0HOB MO HO30JIOTHUSIM.

IIpOTOKOJI CONEPKUT CIEAYIOIINE TIOJIS:

o KanoOsr.

o AHamHe3 3a00JIeBaHUS.

. [IpuHumaeT npenaparsl.

o OO0uuif 0cMOTP.

° Jnarunos.

. OnpoBep:keHne TUarHo3a.

o JlekapcTBEHHbBIC HA3HAYECHUS.
. Pexomenpanuu.

Kaxxnas u3 BKIIagoK MMeET COOCTBEHHBIC ITOJIS IS 3anoiaHeHus. bonpmas gacth
3aMoJIHSIETCS TyTEM BbIOOpa HEOOXOAMMOTO 3HAUEHUS U3 CITUCKA.

OcymiecTBisiss mpyueM MNanueHTa, neauarp B Cucreme 3amoHsSIEeT 3JEKTPOHHYIO
MEJIUIIMHCKYIO KapTy MO BBINICTIEPEUHUCICHHBIM OJIOKaM.

OcymiecTBisist  3anojiHeHUEe Onoka «OCHOBHOW JAMAarfHo3» Meauarp HuMeeT
BO3MOYKHOCTh BBICTaBUTH JIMOO MPEABAPUTEIBHBIN TUAarHO3, TUOO0 OKOHYATEIIbHBII.

B Hnacrosimee Bpemss B8 EMUAC y ponu nenuarpa cymiecTByeT (yHKIIMOHAM,
npeanonararomuii Hanuuue CIIIIBP, HO TOJBKO OTHOCHTENBHO OJHOTO JUArHo3a
U3 Tpynnbl 3a00JieBaHUM, KOTOPbIE KOHTPOJUPYIOTCS BpadyaMu MO CHEIUAIbLHOCTAM
neauaTp, ajuieproor u nmyjisMoHonor — J45.9 «HeyrouHeHHas OpoHXHalIbHAS acTMay.

Tak, mpu yCTaHOBJICHMHM MpPEIBAPUTEIBLHOTO Auar€Ho3a bA Bpadom-neauatpom

BO BpeMsl OCYIIECTBIICHHUSI MpUeMa NP 3alO0JHEHUH MPOTOKOJIAa OCMOTpa (popMupyercs
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IIaKET HaBHaquHﬁ, BKJ'IIO‘IaIOH_II/Iﬁ na6opaTopHLIe U MHCTPYMCHTAJIbHBIC UCCIICI0OBAaHM,

HarnpaBiieHus crenunanuctam (Pucynoxk 20).

MakeTbl Ha3HaYeHWii No guarHosy X
BpoHxuanbHan actMa (4eTckue NakeTbl) v CpoK AeiiCTBURA NAKETHBIX Ha3HaueHWA — 14 gHeil
NaGopaTopHbie NCCIEA0BAHNA VIHCTpyMEHTanbHbie K eneynanucram
O6wwmin Kk Kuin kpoBu (o6umin CnupomeTpua Annepronorna u UMMyHONOTUA
ananus + CO3); MmMKpockonmyeckoe Hea0CTyNHO B Baweii MO. Buinuwute GymaxHoe O or
MCCNeACBAHME Ma3Ka KPOBU NPU BLIABNEHUN HanpaeneHue b OPHHONSDMHIOROTUAR W CYPAMION
Mo noxaszaHuam
el [ npo6a c 6porxonutrkom
Bera — Kposh uenbHan
[J Npo6a c puanueckoit Harpyskoit O Nyabmononorma
@ no noxasanuam
n i MM HHBIA
+ Hasnauenve ¥ =
6POHXOKOHCTPUKTOPHBINA TeCT € HegocrynHo 8 saweit MO. Buibpars apyryio
METaX0IMHOM
+ HasHauenue
[ Nynscokeumerpua
@© no nokazasmam
HEACCTYNHO ANA BOIPACTHOM rPYNNb NAUNEHTS
O 3kr

CD Mo nokazaHnam

+ Hasnauenve

SR ApoToKaNy

Pucynok 20 — ITakeT Ha3HaA4YE€HUH IO TUATHO3Y

Bmecte ¢ Tem HeobOxomuMo oOpaTUTh 0C000€ BHUMAHHUE Ha TO, YTO MpH
3aMOJIHEHUH MeIUaTPOM BBIIICONMUCAHHOTO OJI0KA MAaKeThl HAa3HAYEHU N HEe (HOPMUPYIOTCS
ABTOMATHYECKHU U HE 0053aTENbHBI JIJIs1 BHIMOTHEHUS.

Takum 00pa3oMm, OpH KCHOJIB30BAHUM CYIIECTBYIOIIETO aJIroOpuTMa IpueMa
MEIUIMHCKUM PaOOTHUKOM TEPBUYHOTO 3BEHA, CYLIECTBYET PUCK OTCPOUYCHHOM
JUATHOCTUKH U TOMAIaHUs MAIlUEeHTa C MOTEHIIUATbHBIM JUAarHo30M BA B «JIaTEHTHYIO
30HY», YTO B€lIeT K MOTEHI[MATbHON BO3MOXHOCTH CHI)KEHHUSI KauecTBa U CKOPOCTH
OKa3aHUs MEIUIIMHCKON MTOMOIIH, a TAKXKE CYIIECTBEHHOMY UCKa)KEHUIO CTATUCTUYECKHU
JTAHHBIX.

Bo3Bpamasich K CyIIECTBYIOIIMM ONIUSIM B XOJI€ OCYIIECTBICHHUS TMpUeMa U
3anonHeHus nporokona npuema B EMUAC, menuarpy, npu Haluduu MOKa3aHUM,
nocpeAcTBOM CHUCTEMBI, JOCTYIIECH CIEYIOMNI (yHKIIMOHA:

o CO3/IaHHE BJIEKTPOHHOTO HAMPABJICHUS HA JIOMOJHUTEIbHOE 00CIIeIOBAHUE, TyTEM

BbI30Ba (opmbl «Ha3HaueHue Ha JOMOJHUTENBHOE OOCIEIOBAHUE», a HWMEHHO
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HalpaBJICHUE K CHEIUATUCTy BTOPOro (TPEThEro) YpOBHS C MOMOIIBIO KHOMKH
«Ha3naueHuey;
. CO3/ITaHHE€ DJIEKTPOHHOIO HAIMpAaBJICHUS MAllMEHTa B CTAIlMOHAp, MyTEM BBHI30Ba
dbopmbl «Hampapienue B cTalMoHap» KIMKOM Ha COOTBETCTBYIOUIYIO KHOIIKY,
PACIIOJIOKEHHYIO Ha BEpXHEW MaHEeNIN OKHA;
o CO3/laHME dJEKTPOHHOIO HaNpaBJEHUS Ha JabOpaTOpHbIE UCCIEAOBAHUS
C IOMOIIIBIO BBI30BA COOTBETCTBYIOIIEH (hopMbI U3 BKIaAKu «HaznaueHus».

VYyuThiBasg TEMaTHKy BOMNPOCOB, HUCCIEAYEMBIX Ha JAaHHOM J3Tamne paloThl,
paccMoTpuM noApoOHOo mporecce coznanus B MUC (wa npumepe EMUAC) B pamkax
MpueMa rneanuaTpoM JIEKTPOHHOTO HaIpaBiIeHUs NallMeHTa JIJIsl BepU(pUKaIUU JUarHo3a
K MEIUIUHCKOMY CIEIHANINCTy BTOPOro 3BeHa (ypOBHS), B HalleM Cclydae —
aJJIeproJiory.

[Ipu co3gaHuu 3JIEKTPOHHOTO HANpPABJIEHUS Ha JOMOJIHUTEILHOE OOCIEOBAaHUE
K Y3KOMPO(PUILHOMY CIHEHHUAIUCTY TMOJb30BATENI0 HEOOXOJUMO 3aloJHUTH (POpMY

«Haznauenuey, Briovaronryto 6 pazaenoB (Pucynku 21 u 22):

° [IIa60H 13 criucka.
o CpOYHOCTB.
° CriennajabHOCTb.

° ®UO Bpaua.

o ObocHOBaHUE.
° Jnarnos.
1. [ITabmon u3 cnucka. HeoOsa3arensHoe nosne. [IpumeHsieTcs: TOMbKO NpU HATUYUU

COOTBETCTBYIOIIMX I1a0JIOHOB, CO3/IaHHBIX HEMOCPEJCTBEHHO BpaduoM. B ciydae
3aMOJIHEHUSI OCYIIECTBIISIETCS. BHIOOp M3 BBIMAJAIOIIETO CIMCKA, 3aHUMAeT He Ooiee
S CeKyHJI.

2. CpouHocTh. BeiOupaeTcst U3 npeacTaBlIeHHOTO MEPEUHs], 10 TAUMHUHTY 3aHUMAET

He Oosiee 5 cekyH.
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EMUAC Nnax npuéma PeecTpsl HabnoAeHNs NpeABapuUTEnbHBIE ANArHOIb Bpaue6Hbie Komuccun

LR + Hanpasneue 8 cTaumonap + Mepuoa HetpyaocnocobiocTn €D O Aoxymenros Her 3aBepwnTs ‘

o cHunc ° Her oTKpHTOr0 3NH O 3wy

Il OTnoxuTs X OTMewuTH
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OcMmoTpb! NabopaTopHoe uccreaosarive
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VIHCTpyMeHTaNbHaR AMarHOCTVKa
) 9 M3MeHEHIR CBRACHMIA O NALMEHTE 3aKOHHOMY NPEACTABUTENI0 HEOBXOAMMO OBPATUTLES B perncTpaTypy
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& NexapcreenHbie npenapatsl
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&

/Vcnancepu3aUns/npodocMoTph! 7 Caemennn o aucnancepnom Habmogern

MaLHIA Tened

poll  MoruTopunr 8 OBMIATENLHLIC NEUEGHO-NPOGMNIKTMUREKIE AoMaLuHuR Tenegon
‘meponpusTha

# BpaueHas komuccus I
9 VIMMyHONPOGMAAKTMUECKIE MEPONPUATHR AApec perucTpauu

B Kapra N:026/y-2000
10 Npogunakraueckie ocMoTpR

Npukpennexe
[ 3arpyxenHsie gokymenTe! PUKp
T Mpuéunt 8 Meanummcxiex Gnoxax O6CNYXMBAIOWIAR NONVKNMHUKA
CNPaBKky N AOKYMEHTbI = B i

€ KNMANLPerncrparypa € 3newrponman xapra naumenta € KNMANL30 ]

Pucynok 21 — Ha3HaueHue Ha KOHCYJbTAIMIO K Y3KOMPODUIBHOMY CIEIIHAIUCTY
(1 mar)

Npunowers  Mecra =] (= [=] 0 P EMUAC ru C6,2rosbpr 1022 )

3neKTpoHHa KapTa naUMeNTa - e ox
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v
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CpouHocTy

© ceroans [ 1 Heg l 2nea | Mecsy | Bonbwe v
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Bpav-aNNeproNor-uMMyHonor

DUO Bpava (HeobszaTensHo)

BBeauTe Wk BuiBepuTe U3 CUCKa

OBocHoBaHve

AuarHos

145.9 - AcTMa HeyTOuHEHHaR

CoxpanwTs kax wabnon

€ KNUANL Perncrparypa € Inextponnan kapra naumenta € KNMANL30

Pucynok 22 — Ha3HaueHue Ha KOHCYJbTAIMIO K Y3KOMPODUILHOMY CIEIIHAIUCTY
(2 war)

3. CneunanbHocth. Ilpu BBOgE cBeaeHM B JaHHYI0 (GOpMY MCHOJb3YyeTCA
BBINAJAIONIUN CIIHUCOK, KOTOPBIM COAEPXKUT B cede BeCchb NEPEUYeHb MEIUIMHCKHUX
cnenuanbHoctell. [1o TaliMuHTY, cpeaHee Bpemsi BRIOOpa HEOOXOIUMOM CIIEUATIbHOCTH

cocrasisieT 20 CeKyH.
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4. ®UO Bpaua. Heobs3arenpHo K 3an0aHEeHNI0. BHECEHUE JaHHBIX OCYLIECTBISAETCS
IIPY IIOMOIIIH BBIOOPA COOTBETCTBYIOIIETO 3HAYEHUS U3 BBINAJAIOLIErO CIIUCKA B CIydae,
€CJIM MalMeHT HampasiseTca K Bpauy B manHoMm AIILl. Beibop dbamuinu Bpaua MOXKeET
3aHumath 10 10 cexyHn.
5. OOocHOBaHME. 3amoiHSAETCs MyTeM py4yHOro BBoja. Ilo TaliMUHIY BHEcCeHHE
JAHHBIX B yKa3aHHOeE noJie 3aHuMaeT 1-3 munyThl (60—180 cexyHn).
6. Juarno3. JlanHoe moJie 3amoJIHsSIeTCsl MyTeM BbIOOpa HEOOXOIUMOTO 3HAYEHUS U3
BBITAJIAIOIIETO CIIUCKA BCETO MEPEUHS CYIIECTBYIONIUX AUArHo30B. [1o TailMuHTyY BBIOOD
HE00XOAMMOT0 IMarHo3a MOKeT 3aHUMaTh 10 20 CeKyH[I.

PaccmoTpum mpouecc co3gaHus [EAUaTpPOM  3JIEKTPOHHOIO  HAINpaBJIECHUS
MalKreHTa K Bpauyy BTOPOTO 3BEHA JUisl BepUPUKAIIMU JMArHO3a C TOYKHU 3PEHUs
anroputMa paboTsl CuctemMsl, IpeAcTaBleHHbI Ha Pucynke 23.

[IpoBeneHHBI HAMU aHANW3 MOJTBEPKJIAET, YTO MPUMEHEHHUE CYIECTBYIOIIETO
B EMUAC anroputMa HampaBJICHUsl MAlMEHTA C MNPEIBAPUTEIBbHBIM JUArHo3zom A3,
B TOM uuciie ¢ BA, a1 ero moATBEepKICHUS MOXKET 3aHuMarh 10 175-180 cekyHnn,
TO €CTh 0KOJIO 25% periaMeHTHOro BpeMEeHHU Mpruema BpauoMm naruenta (Pucynok 23).

AHQJIOTUYHBIM  00pa3oM  TPOUCXOJUT 3aloJIHEHHE TeauatpoM  (HopMbl
«HampaBnenue B cTanMoHap», NMPU HEOOXOJMMOCTH HAIMpaBJICHUS NAlMEHTa Cpasy
Ha TPETUH YPOBEHb CUCTEMBI 3/IPABOOXPAHEHUs, MUHYS BTOpOH. B oTinune ot ¢hopmbl

«Haznauenuey, B JaHHOM Cilyyae HEOOXO0IUMO 3anoHUTh 7 noJier (Pucynku 24 u 25):

o Bug nanpaBnenus (OCyIIeCTBIsIETCS BEIOOP U3 BHINAAAIONIETO CIIUCKA).

o [{ens HanpaByieHus (OCYIIECTBISETCA BHIOOP U3 BBINAIAIOIIETO CIIHCKA).

° Jluarno3 (ocyiiecTBisieTcs BHIOOP U3 BBIMAIAIOIIETO CIIHCKA).

o Pa3BepHyThIli KIMHUYECKUM JHMArHO3 (BHOCUTCA B PEXKHUME PYYHOTO BBOJA

C KJIaBHATypbl KOMIIBIOTEPA).

o [Ipoduns otnenenust 3aboneBaHusi (OCYIIECTBISAECTCS BBIOOP W3 BBIMAAOIIETO
CITHCKA).

o MenunuHckas opranuzanus (OCyIIeCTBIsETCS BEIOOP U3 BRIMAAAIONIETO CIIUCKA).
. O6ocHOBaHUE HaMpaBieHUs (BHOCUTCS B PEXKUME PYYHOTO BBOJIA C KJIABUATYPHI

KOMITBIOTEPA).
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3anonHeHune Gopmbl
«Ha3HaueHue»
=5 ceK
=5 ceK
= 20 ceK N
=180
=10 cek e
=120 ceK
= 20 cek

Pucynok 23 — Anroputm GpopMupoBaHUs HaMpaBIEHUS HA BTOPOM WM TPETUH YPOBEHb
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814 HanpaBnenys *

FR— 7]

Uen Hanpagneua *

‘ Bpaya KAO ans K nnaHosol rocn v ‘

Awvarwos *

‘ 145.9 - AcTMa HeyTOUHeHHas X v ‘

Pa3BEPHYTHIA KNMHMYECKI AarHo3 *

BPOHXHANLHAR ACTMA, BTONMUECKas GOPMa, TAXENOE NepcuCTUpyIoUIEe
TeNeHe, HACTMHHO MEAVIKBMEHTO3HO KOHTPOAMPYeMan

Npodub oTaeneHus (3a6onesanms) *

MeANUMHCKaR OpraHsauus *
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(8] € KNWANU Perucrpatypa € KNUANL30
Pucynok 24 — Co3znanue HanpaBiIeHHs IEAMATPOM Ha TPETUN ypoBeHb (mar 1)
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NOKa3aHa KOHCYNLTALMA BPaYa-aNNepronora-MMMyHONOT:

HanpasuTe

|| € KnMANIPernerparypa fm € KNWANL30 1
Pucynok 25 — Co3znanue HanpaBiieHHUs IEAMATPOM Ha TPETUN ypOBEHb (1iar 2)

HeoOxogmmo oTMeTuTh, 4YTO TpencTaBlieHHas Ha Pucynke 23 Omok-cxema
OMHUCBHIBAET TOJIBKO Tmpouecc co3nanus neaunatpoM B EMUMAC »nexkTpoHHOTO
HaNpaBJICHUS MAIMEHTa K MEIUIUHCKOMY CHEHUAIKNCTY BTOPOTO YPOBHS, TO €CTh

HIUIIOCTPUPYCT HCKIIIOYUTCIIBHO HIPOHECC TCXHUYCCKOIO 3aIlOJIHCHUA SHCKTpOHHOﬁ
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(dbopMbI JOKYMEHTa U BPEMEHHbBIE 3aTpaThl HAa €€ CO3/laHue. Pe3ylbTaToM OMHCAaHHOTO
npolecca sBJISIETCs co3aHHoe B CUCTeME HANPaBICHUE K AJUIEPrOory.

[TomuMO BpeMEHH, 3aTpauyrBa€MOro BpA4YOM-NIEAUATPOM Ha 3aNOJHEHHUE
ANEKTPOHHOMN (POPMBI HaMpPABICHUS, TIONOJIHUTEIbHBIE BDEMEHHBIE PECYPCHI TPEOYIOTCS
JUISl BHECEHHUS TAHHBIX B 3JIEKTPOHHYIO MEAMIMHCKYIO KapTy manueHTta. Pesynbratom
B JIAHHOM CITy4ae ABJISETCS 3alOJTHEHHBIN 3JIEKTPOHHBIM NPOTOKOJ IPUEMA NAllUEHTA.

Takum oOpazom, B HacTosIIee BpeMs UTOroM paboThl Bpauda-neguatpa B MUC
(Buamem cnyyae B EMUMAC) 1npu  ocyllecTBI€HHMHM TpuUeMa  MallueHTa
C IpeAnoJiaraéMbIM TUarHo30M BA sBISIFOTCS MO CYyTH JBa pa3pO3HEHHBIX apTedakTa:
AJIEKTPOHHBIA MPOTOKOJ NpHUEMa W AJIEKTPOHHOE HampaBjieHue, Ha (OpMUpOBaHUE
KOTOPBIX MOXKET YXOAUTH /10 1/3 00111eT0 perIaMeHTHOrO BpeMEHU TpUeMa, YTO TOBOPUT
0 HEOOXOIUMOCTU KOPPEKTUPOBKH aJropuTMa MpoIlecca MapUIPyTHU3ALUU C IEJbIO
MOBBIIIEHUS €r0 3(()EKTUBHOCTH U PANUOHAIBHOTO UCIOIb30BaHUS BPEMEHHBIX
PECYpPCOB MEUIIUHCKUX PAOOTHHUKOB.

Bwmecte ¢ Tem texunueckuil pynkunonan EMUAC npenocrapisieT HaM MIUPOKUMA
CIIEKTP BO3MOKHOCTEH MO BHEIPECHUIO CUCTEMBI MHTEJUIEKTYAIbHON MTOMOIINA TPUHATHUS
BpaueOHBIX PEIICHUM, B YaCTHOCTH [IJIsl TUarHOCTUpOBaHuUs BA.

C nenpro COKpalleHUus BPEMEHHU, 3aTPavyrBaAE€MOro IMEAUATPOM I 3alOJHEHUS
aneKTpoHHbIX QopMm B Cucteme, B MpoIlecce OCYIIECTBICHUS IpUeMa MNalueHTa
C MPEAIoaaraeéMbiM THarHo3oM bA 11 HanpaBi€HUs K aJUIEproyiory, a Takke C LEIbIo
WCKJIIOUEHUS OTCPOYCHHON JMAarHOCTUKA W PHUCKA TMOMaJaHus TaKoro NalueHTa
B «JATEHTHYIO 30HY», HamH pa3paboran 1 BHeapenuss B EMUAC anroputm
Bepudukauu aumarHosa BA, ¢ yuyeToM MONOXKEHHI KIMHUYECKUX PEKOMEHJAlUN U
pykoBoacTBa «HammonaneHas nporpamma «bponxuanbHas actMa y aerei. Ctparerus
JIeYeHUs U MPO(YUIIAKTUKAY, a TAKKE UHICKCA PUCKA PA3BUTHUS aCTMBI /IS IETeH paHHETro
BO3pacTa U JJIsl IOAPOCTKOB [35, 56].

J{nst nepBUYHOM TUATHOCTUKU /WM TOJTBEPKICHHUSI OKOHYATEIBHOTO IUarHo3a
BA Ha mnpueme y Bpada-meauatpa npennaraercss BHeApuTh B cuctemy EMUAC
JOTIOJIHUTEINIbHBIA pa3jiell, MO3BOISIONINM aBTOMATU3UPOBATH IMpolecc GOpMUPOBAHUS

HarpaBJIeHUs] peOeHKa K MPO(HIbHOMY CIIEHHAIUCTY JJIsi OKOHYATEIbHON BepuDUKALINU
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nuarHo3a. Bo Bpems 3amoiHeHHs] MPOTOKOJAa OCMOTpPA Ha MpUEMe Yy TNeauarpa Mmocie
BBIOOpa amarHos3a c omnpeneneHHsiM mudbpom o MKb-10: J20.9, J39.3, J40.0, J30.1-
J30.3 — aBTOMaTU4eCKN OTKPBIBAETCSA JUATIOTOBOE OKHO C BOIPOCHUKOM, COJIEPKAIIUM
CeAYIONINE AUMXOTOMUUYECKHE BOMPOCKHI O HO30JI0TUHU BA:
1. 3a nmocnenHu roj1 y malyueHTa oTMeuanuch 3—4 ciydasi OpOHXUTA C IPOSIBJICHUEM
BO, sniu30/61 3aTpyITHEHHOTO BIXaHMS, OABIIIKA (BBIOOD Ja/HET).
2. HacnencrBennas otsromeHHOCTh o A3 (BbIOOD 1a/HET).
3. [Iposinenust AT/l u AP (Bb100p n1a/HET).
4. [IposiBneHNs] pUHOKOHBIOHKTUBAIBLHOTO CUHAPOMA BECHOU-JIETOM U MOTPEOHOCTh
B UHTAJIAIIMOHHON Tepanuu OpOHXOJIUTHKAMH (BBIOOD Ja/HET).

Bpau-neguatp 3anonuser B EMMAC BOnpOCHUK, OCHOBBIBAsCh HA PE3YJIbTAaTax
aHaMHe3a, OIIPOca U OCMOTpA IALMEHTA.

Ha craeayromeM 1miare, mocjiae BHECEHHS MNEAHMATPOM B COOTBETCTBYIOUIYIO
ANEKTPOHHYIO  (QOopMy  OTBETOB Ha  BbIlIeyKazaHHble  Bompockl, EMMAC
c ucnionbzoBanueM wmexanu3moB  CIIIIBP  ocymecTBisieTcss  MHTEIUIEKTyalbHas
o0paboTka ganHbIX. To ecth CucTeMa Mo 3aJJaHHOMY aJITOPUTMY OIpeeiseT, TpedyeTcs
JI HaIlpaBJICHHE MallME€HTa Ha BTOPOM YPOBEHb CUCTEMBI 3/IpABOOXPAHEHUS UIIA HET.

Ha Pucynke 26 mnpeactaBieHO, Kak OyJeT BBITJSJAETh QJITOPUTM MOJIEPKKU

npunaTus BpaueoHoro pemenuss MUC (ana npumepe EMUAC).
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BOMPOCHI OTBETHI
1. 3a nocnegHuii rog y peberka otmevanuco 3-4 cayyan
obcTpyKTUBHOTO 6pPOHXMTA, 3NN304bI 3aTPYAHEHHOTO ha aa aa aa HeT | Aa aa HeT | pJa HeT | HeT | HeT | HeT

AbIXaHWA, OAbILIKa

2. HacnepcrBeHHaA OTArOLWEHHOCTb MO annepruyeckum

3abonesaHuAM Aa Aa Aa | HeT | Aa 0@ | HeT | HeT | HeT | Aa | HeT | HeT | HeT

3. npOHBIIeHHﬂ aToONUYyeCcKkoro gepmatuta 1

a a HeT a a HEeT HEeT ] HeT HeT a HEeT HEeT
aNNepruyecKkoro puHUTa A A Pat i A Jil

4. ﬂponsneuuﬂ PUHOKOHDBIOKTUBAJIbHOTO CUHAPOMa
BECHOI1-1eTOM M NOTPeBHOCTb B MHIANALMOHHOI Ja  HeT | gJa | pga | da | HeT pga | A3 | HeT | HeT | HeT | pa | HeT
Tepanuun 6pOHXOIIMTMKaMM

v

ABTOMaTUYECKM GOPMUPYETCA INEKTPOHHOE HanpasneHue Ha BTOpOIi ypoBeHb
Hanpae/ieHWe Ha BTOPO YPOBEHb He dopmupyeTca

lMognucatb

HanpasneHue
A

3aBep-
weHue
npvema

Pucynox 26 — Anroputm noanep’ku npuHaTus Bpadyeonoro pemenus MUC niis Bepudukanuu npegBapuTenbHOro quarosa bA
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[Ipu xonuuectBe O0TBETOB «JIA» MeHee Tpex (HeoOXOaUMBIX sl BepudUKaIUU
npeasaputenbHoro nuarno3a bA) B EMUAC ¢ ucnons3oBanuem CIITIBP ¢popmupyercs
COOTBETCTBYIOIINI Pe3yiabTaT 00 OTCYTCTBUU HEOOXOJIMMOCTH HAIpaBJEHUS MallMEeHTa
Ha CIEQYIOIUNA YPOBEHb CUCTEMBI 3[IpaBOOXpaHeHUs (K Bpady-ajuieproyiory). JaHHblii
pe3yJbTaT BBIBOJUTCA HA SKpaH B HH()OPMAIIMOHHOM JIMAJIOTOBOM OKHE, KOTOPOE
3aKpBIBAETCS MPU MTOMOIIY KHOIKU «3aKPBIThY.

[Ipu konuyectBe 0TBETOB «JIA» Tpu u Oonee Cucremoit popmupyercs pe3ybrar,
MO3BOJISIIONIMN BepuPUIIMPOBATh MpeABApUTENbHBIM AuarHo3 bA s HampaBieHUS
MalnueHTa Ha  cleayromuidl  (BTOpoil) ypOBEHb CHUCTEMBI  3paBOOXPaHEHUS
(K Bpauy-ajieproJiory) Jjisi MOATBEPKIACHUS WM ONPOBEPKEHUs AuarHosa. Pesynbrar
BBIBOJIUTCSI Ha OJKpaH neauaTtpa B BUAE CHOPMHPOBAHHOTO  HAIpaBJICHUS
C BO3MOKHOCTBIO BBIOOpA Bpayda-ajyieprosiora u knonkou «Ilogmucateby.

[Ipy moanmucaHvu HaMpaBICHUS K CHEHUAIHUCTY BTOPOTO YPOBHS IPOUCXOAUT
aBTomMaTnudeckoe HarnpasieHne B EMHUAC nanueHTa K aJuieproyiory, nociie 4ero neauarp
MPOJOJIKAET BECTH MPUEM MALMEHTA W 3alOJHATH MPOTOKOJI OCMOTPa B AJIEKTPOHHOU
MEIUILIMHCKOW KapTe.

OC00EHHOCTBIO 1 YHUKAJIbHOCTHIO JAHHOTO aJITOPUTMA SIBISIETCS HEBO3MOXKHOCTD
neauatpa TexHuyecku 3apepiiuth npueM B EMUAC u BbIiiTH U3 KapThl nanueHTta 0e3
MOJMUCAHUsI, CPOPMHUPOBAHHOTO CUCTEMOM AJIEKTPOHHOTO HampasjeHus, ecinu CIITIBP
nocyie 00pabOTKM OTBETOB Ha JIUXOTOMHUYECKHE BOMPOCHI cHhopMUpOBalia pe3ysbTaT O
HaJIM4YuU MpeBapUTeNbHOro nuarnosa J45.9 («bponxuanbHas acTMa HEYyTOUHEHHAs») U
HEO0OXOJIMMOCTH HAMPABJICHUS MAIIMEHTAa K Bpady-ajuieproyiory.

JlaHHOE TeXHHYECKOe pelnieHrne o GOpMUPOBAHUIO MPEIBAPUTEIHHOTO TUArHO3a
BA y nereit nns EMUAC c¢ ucnonb3zoBanuem CIIIBP, anropurma npuemMa nanueHra u
anroput™Ma (GOPMUPOBAHUS JJIEKTPOHHOTO HAMNpaBJiEHUS K Bpady BTOPOro 3BEHA
(amneprosiory) mocpenctBoM Cuctembl OyAeT BBIMISAETh CIEAYIOIMIUM 00pa3oM

(Pucynox 27).
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S

[ Mpuem nayyeHTa

Bbi6op ogHOro us
AuarHosos: : J20.9,
J39.3, J40.0, J30.1-
J30.3

Aa

ABTOMaTMUECKOE OTKPbITUE AUANOTOBOrO OKHA C
ONPOCHUKOM
Het
3anonHeHne Bpayom OMPOCHWUKA, COCTOALLEro
R 13 4 AUXOTOMMUYECKMX BOMPOCOB =30 cek
3
[+]
g
> F 3aBepuieHue
- La Het npvema
«[la» >= 3 Bonpoca
WHTenneKkTyanbHasA NOCTaHOBKa NpeiBapuUTeNbHOro AnarHosa j45.9
C MOMOLLbIO TEXHONOTUIA MallIMHHOTO 06yyeHna MNpoaon:keHne 3anoHEHUA NPOTOKO/1a NpUema B
i 3NEKTPOHHOW MeJULIMHCKOM KapTe
®dopmupoBaHue NpeaBapuTenbHOro AuarHosa J45.9 nytem BbiBoAa
MHOOPMALIMOHHOTO ANanoroBOro OKHa Ha 3KpaH
v AnntenbHoOCTb 3ano/IHeHUsA
AsTOMaTuyeckoe GopMMpOBaHUE HaNPaBAEHUA K CNeLManncTy BTOporo 31eKTPOHHBbIX d)o pMm mn d)o pMUpOBaHUA
ypoBHA (annepronory)
3/1IeKTPOHHOro Hanpae/ieHUA
> <= 40 ceK
MoanucaHue 31eKTPOHHOTO

HanpasieHUA

Bepudurauma aguarHosa cneumanmcTtom BTOPOro ypoBHa (C ydeTom
Pe3yNbTaToB AaHHbIX CUCTEMbI MOAAEPMHKKMU NPUATUA BPauebHbIX peleHwit)
2 WHTennekTyanbHoe
g | BHECeHue
8_ nauueHTa B peectp
> HabnwaeHua
~

Pucynox 27 — Anroputm npruemMa manyeHTa u anroput™ GopMUPOBAHUS MIEKTPOHHOTO HAIIPaBJICHUS K Bpady BTOPOTO YPOBHS
(anneprouiory) nocpeactBoM CucteMbl
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Jlns  mpoBeleHMs] MOHUTOPMHTAa BpPEMEHU 3alojHEHUsl OJIOK-CXeM ISt
aBTOMATHYECKOM Bepu(UKAIUKM TMPEABAPUTEILHOTO JuarHo3a ¢ (GOpMUPOBaAHUEM
HaIpaBJICHUS K aJuIeprojiory MpoBECHO UCCIIEIOBAHUE, B KOTOPOM y4acTBOBAJIHU T€ K€
[ATh Bpaueu-neIuaTpoB U OJIMH Bpaud-ajyieprojior B TeueHue 23 padbouux nueil. Kaxapiii
Bpay B TeUEeHHUE AHS (PUKCUPOBAI JITUTEIBHOCTD (B CEKYHJaX) 3aloOJHEHUs OJIOK-CXEeM
B PyYHOM PEKHUME Ha BTOPOU YPOBEHb CUCTEMBI 3JIpaBOOXPAHECHHUSI.

[Ipoananu3upoBaB MOJIydYEeHHbIE JaHHBIE, HAMH ClIeJIaH BBIBOJl O JTUTEIHLHOCTH
3aMOJIHEHHS ANEKTPOHHOTO HanpasiieHus B EMUAC.

CpenHee Bpemsi 3allOJIHEHUSI OJHUM BpaueM OJOK-cxeMbl (10 BCEM Bpadam
B TeueHue 23 pabounx gHEH) B pa3pese padouyux JTHEH U KOJWYeCTBA 3al0JJTHEHHBIX OJIOK-
cxem coctaBuiio 40 cekyH (+2 cek).

BriBoa: ucmosib30BaHKME MPEANIara€MoOro HAMU PEIICHUs IMO3BOJIUT TMEeAHaTpy
HE TOJIKO PEIIUTh MPOOJIEeMY CHIKEHHS BPEMEHU 3arloJIHeHHS (QOpMbl IS
dbopMupoBaHUsST  BJIEKTPOHHOIO  HAMpaBlICHHS K MOPOQUIBHOMY  CHEHHAIUCTY
(anneprosiory) mnpubnauzutenabHo co 175-180 go 40 cekyHI, HO W TO3BOJIHT,
OJTHOBPEMEHHO C (opMHUpOBaHHEM »dJeKTpoHHOro HampaBieHus B EMUAC,
UCIIOJIb30BaTh MHTEIJICKTYAJIbHYI0 MOMOIh B MPUHSITUU PEIICHUS O HEOOXOJIUMOCTH
BBIJJAYM TAKOIO HAIpaBJICHWs, PE3yJIbTaTOM KOTOPOM (DAKTUUECKU  SIBISETCS
BepuduKaIus nNpeaBapuTesbHOro Auarios3a bA.

B cnydae caMOCTOSTENbHOW NOCTAHOBKH MPEABAPUTENBHOIO auarHosa J45.9
MeMaTpoM, eMy JOCTYIIEH YK€ CYHIECTBYIOIIMI (DYHKIIMOHAN, B TOM YHCIIE€ U BBIOOD
Hamnpasyienus: nocpeactsoM EMUAC k npoduibHOMY CIEIUATUCTy, KOTOPbIA OMUCaH
paHee.

Kpome Toro, ayist ampoOanyii MOAENIN MOCTAaHOBKHU MPEABAPUTEIHLHOIO JAUAarHo3a
BA Hamu o00ydeHbl M MNPOUMHCTPYKTUPOBAHBI Bpauu-nieauaTpsl ogHoro u3 Alll]
r. MockBbl. UccnenoBanre mpoBOAWIIOCH HA pabodeil TpyIie JeTe JOUIKOIBHOTO U
PaHHETO IIKOJBHOTO BoO3pacTa (IpoBEpOYHOE MHOXKECTBO) (n=123), HAOIIOAaBIITHAXCS
y neuaTtpoB mo moBoay 3mu3070B bO. B pabGouyto rpymnmy ObUTM BKIIOYEHBI JAETH
oT 2 10 8 1eT, u3 KOoTophix 67 (54,5%) manbuukoB u 56 (45,5%) neBodek. J[mutenbHOCTh

uccinenoBanus cocraBmwia 3 Mecsna. lleauaTpsl MCHONB30BAIM B PYYHOM PEKUME,
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npejiaraeMbie anropuTMbl (0JIOK-CXEMbI) TPU MPOBEACHUU MpHeMa JaHHBIX MAlIMEHTOB.
[To utoram TectupoBaHusi ObLIa MPOBEJEHA OI[EHKA TUATHOCTUYECKON 3(PhEeKTUBHOCTH
MPEUI0)KEHHOTO METoAa

PesynbraT: w©3 123  mamueHTOB ¢ acTMAnoOJOOHBIMM  CHMIITOMAaMU
C UCIIOJIb30BAHUEM  MPEJJIAraeMbIX aJITOPUTMOB TMOCTAHOBKH  IPEABAPUTEIHLHOTO
muarHo3a BA k amnepronory Obuto HampaBieno 45  (36,58%) manueHTosB.
N3 45 nmanueHToB, COOTBETCTBYIOUIUX KPUTEPUSIM OJIOK-CXEMBbI JI AUArHOCTUKU BA,
y 32 nanueHToB AuarHo3 Obu1 noaTBepxaeH (75,5%).

[IpoBenennblii aHanu3 rpynnel jgere (123 pebGeHka) ¢ acTManoJl0OHBIMU
CUMIIOTMAaMU BBISIBIII, YTO MCIOJIb30BaHHE Pa3pabOTaHHBIX aJrOPUTMOB BepUUKAIIUU
MPEBAPUTEILHOIO0 JMAarHo3a U MOJENHM ONTHUMAaJIbHOTO B3aUMOJICUCTBUS IMEAHATPOB
CO CHEIHUaIuCTaMi BTOPOT'O YPOBHS MO3BOJISIET JOCTUYH O0Jiee paHHEH TUarHoCcTUKu bA
y JAeTel U yBEIUYUThH KOJUYECTBO BBISBICHHBIX CIy4aeB 3a00JI€BaHUsI.

Takum 00pa3oM, mpenjgaraeMblii HAMU AJITOPUTM C HCIOJIB30BAHUEM CHUCTEMBI
MHTEJJIEKTYalIbHOW TMOMOIIM NOpuHATUA BpaueOHbIX pemeHnuit B EMUAC, B uactu
MMOCTAHOBKU TMPEJBAPUTENILHOTO JHarHo3a, C AaBTOMAaTHYECKON MapuipyTu3anuen
MalKreHTa ¢ IMEePBOr0 Ha BTOPOW YPOBEHb CHUCTEMBI 3JPaBOOXPAHECHHUS HE TOJIBKO
SKOHOMHT BpEMs Bpada U CTPYKTYPUPYET U B3aUMOYBS3BIBAET MPOIECC BEpUDUKALIUU
JMarHo3a ¥ MaplipyTU3alMy NalMeHTa, HO U MO3BOJSET PallMOHAIBHO U 3 (PEKTUBHO
MPUMEHSTH YK€ CYIIECTBYIOIIME BO3MOXKHOCTU CHUCTEMbl 0€3 BHECEHUS W3MEHEHUI
B HOPMATHUBHBIE JOKYMEHTHI, PErIAMEHTUPYIOUIME IMPOIECC OCYLIESCTBICHUS TMpUeMa
MalKeHTOB BpauyaMH U MOBBIIIAET NPOLEHT BhisiBiieHUs! BA y nereil. He MeHee BaxkHBIM
BOIIPOCOM, peEIlIaeMbIM BHEAPEHUEM JaHHOTO aJITOPUTMA, SIBJISIETCS 3HAUYMUTEIHHOE
CHUKEHHE «JIATEHTHBIX ClIy4aeB» NuarHo3a BA, 4To mpakTUueCKH HUBEIUPYET PUCKU
TUNO- U TUNEPAHArHOCTHKU JIaHHOTO 3a00JI€BaHMsSl y MAIlMEHTOB, OOpaIaloIINXCs

Ha MEPBBIA YPOBEHb CUCTEMBI 3IpABOOXPAHEHUS K Bpauy-NeauaTpy.
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5.2. BO3MO:KHOCTH MeIUIMHCKOH MH(POPMAITUOHHOM CUCTEMBbI /IJIsi MOHMTOPUHIA
KOHTPOJIsl OPOHXMAIBLHOI ACTMBI y JIeTeil HAa MePBbIX JIBYX YPOBHAX CHCTEMbI

3APpaBOOXPaHCHUA

B nacrosmee Bpems 1€ty ¢ quarHo3oM bA HaxoOsTcCs Ha AUCIAHCEPHOM YYEeTe
y eiMaTpa, C BO3MOXXHOCTBIO MOJIYYEHUS KOHCYJIBTAIMHU Y MPO(UIbHBIX CIEIUATUCTOB
— aJUIeproJIOrOB U MyJIBMOHOJIOTOB (TIPU 3TOM HE COCTOAT Y HUX Ha yderte 1o bA).

Kak MBI yxe oTMeUasin paHee, mpouecc MOCTAHOBKU U MOATBEPKACHUS JUAarHo3a
BA y nereii, a Takxe mpoIiecc OCYIIECTBICHUS KOHTPOJIS 3a00JI€BaHUs OCYIIECTBISETCS
yepe3 3 B3auMOYBSI3aHHBIX IIPOIIECCA.

[Ipornecc MapuipyTU3aluy MaueHToB (C MEPBOTO HA BTOPOU YPOBEHB), C IIEIBIO
MMOJATBEPKACHUSA JIMarHosa, OCYIIECTBIISIETCA MOCPEICTBOM MMEIOIINXCS
¢dbyukimoHanbHbIX Bo3MoxkHOcTell EMUMAC. ®akTtuyecku, mpoiiecc BepupUKALUU
JMarHo3a SIBJIAETCS Ha4YaJlbHbIM U HEOOXOJUMBIM 3TaloM I Ha3HAUYCHUS! Tepanuu U
JTadbHEUIEero JOCTHKEHUS KOHTpoJisi 3abosieBaHus. Ero omnucanue mnpuBeaeHO
B Paznene 4.2 Hactosiei paboTHI.

B nmanHoMm paznmene paccMoTpuM (pyHKIHMOHalmbHBIE Bo3MOxkHOCTH EMUAC
MapuIpyTH3aluy NalMEeHTOB C MOATBEPAKIACHHBIM TUarH030M BA NI OLIEHKU KOHTPOJIS
3a007€BaHUsl C 1ENbI0 JajbHEWIIe Koppekuuu Tepanuu (Ipu HEOOXOAUMOCTH)
neanaTpaMu, aJJIEproJioraMu 1 MmyJbMOHOJIOTaMH.

OueHka KOHTPOJIA U KOpPpeKLusl Tepanuu bA y mereil ocylmecTBisieTcsl Ha BCEX

TPEX YPOBHAX CUCTECMbI 3IpaBOOXPAaHCHUS:

o NeMaTPOM — MEPBBIN YPOBEHbD;
o aJJIeproJioroM Ha BTOPOM YPOBHE;
. aJJIEproJIoroM W/WIIM MYJIbMOHOJIOTOM B CHEHHUATU3UPOBAHHBIX MEIUIIMHCKHUX

YUPEKICHUSIX HA TPETHEM YPOBHE.

Kontpons 3a0605eBaHus 3aBUCUT OT MHOTUX (DAKTOPOB, BKIIOUYAS IPUBEPKEHHOCTh
Tepanuu, Leld MalueHTa, o0beM MOoJaydyaemMoil 0a3uCHOW Tepanuu, COMyTCTBYIOIIHE
3a007€BaHMUsl, B TOM YHCIE€ M aJUIeprUuecKue, OCHOBBIBASICh HAa aHAIIU3€ KOTOPBIX,

J'quaI]_[I/II\/'I Bpad — neavarp HWJIW aJJieprojior, B 3aBUCHUMOCTH OT YPOBHA CHUCTCMBIL
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31pAaBOOXPAHEHHUS], IPU OCMOTpPE MALMEHTA C NOATBEPKICHHBIM qUarHo3oM bA Moxer
100 CaMOCTOATENIBHO OCYIIECTBIISITh KOPPEKIUIO TepaIuu, MO0 HApaBUTh MalUeHTa
Ha CJIEIYIOIIME YPOBHU CUCTEMBI 34paBOOXpaHeHus. [leqnaTpsl HanpaBiIsSOT NalUEHTa
¢ A3 x npoduIbHOMY CHEIUATUCTy — aJIeprojory  (BTOpOMl YpOBEHb) WIH
B CIICIMATU3UPOBAHHOE MEAUIIMHCKOE YUpexXJAeHUE (TPETUl YPOBEHb). AJIEProioru —
CO BTOPOTO HAa TPETUN YPOBEHD

PaccmoTpum nopoOHO Omiuu, TOCTYIHBIE B HACTOSIIEE BpeMs eAUaTpy W/Uiu
aJIeproJiory JJisi OIEHKU KOHTPOJIsl 3a00seBanus y nerei ¢ BA.

Ha HauanbHOM 3Tamne B paMKax NprueMa MauenTa ¢ NOATBEPKIACHHBIM JUArHO30M
BA wu 3anosiHeHUs 3NEKTPOHHOro Mporokosa ocmorpa B EMHUAC y mnemmarpa u
ajieproJiora eAMHbIN GyHKIIMOHA.

[Tocne aBropuzanuu B Cucreme, Bpay, BHE 3aBUCHMOCTH OT CIIEUAINA3ALINH,
OTKpPBIBAET MEAMIMHCKYI) KapTy NAaUWEHTa, TJI€ HAaXOIATCA OCHOBHBIE BKJIAJIKU
(uaTEpdeiic Bpaua MOXKET OTJIMYATHCS B 3aBUCMMOCTU OT CIEIUATU3AINU; 3HAUUMOTO
CMBICJIOBOTO OTJWYUS JJiA IeJed HacTOosIIel padoThl HE UMEETCS; B JAHHOM pasjelie
UCIOJB30BaH B KAyeCTBE  WUIIOCTpalud  uHTepdeiic mpuema 1l poyH

ajieproJyiora-ummyHosora) (Pucynok 28):

° 2KanoOsrI.
° Anamues.
° [IpuaMaembli ipenapar.

o ACT-tect (Asthma Control Test).

o OO0muit ocMOTp.
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Pucynok 28 — DnextponHssliii npotokon ocmotpa B EMUAC y nenunaTpa u ajmieprosiora

B xoxe ocMoTpa Bpay OCyIIECTBIISET 3al0JIHEHUE MPOTOKOJA TpUeMa MallUueHTa,
HauyuHas ¢ BKIAJKH «XKanoOb», koTopas coaepkuT cieayromue nois (Pucynox 29):
o AHamHe3 3a0051eBaHUS.
o Cuuraet ce0st OOJBHBIM C .
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Pucynok 29 — Dnextponnsliii npotokon ocmotpa B EMUAC y nnennarpa u ajmieprosiora
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JlanpHelmMe Iard Bpada, B 3aBUCHUMOCTH OT €ro CIHeluajlu3aldd, Ipu
3allOJTHEHUM 3JIEKTPOHHOTO mpoTtokona npuema B EMUAC mis poieil menuarpa u
aJuIeproJiora OTJIMYArTCsA. B CBA3M 3TUM, pacCCMOTPUM MOPSIAOK AEUCTBUN MeAuaTpa u

amieprosiora B CucTeMe B OTJIETBbHBIX MO/Ipa3/iesiaX HacTOAIIEeH paOOThI.

5.2.1. AnroputMm BeJeHus AeTel ¢ OPOHXUAJIBHOI aCTMO# B paMKax nmpueMa
NeuaTpa, BKJIKYAs KOHTPOJb TeYeHUsI 3200/1eBaHUs M MPOLECC MAPIIPYTH3ALMH
MalMEHTA ¢ MCIOJIb30BAHUEM CUCTEMbI IOMOIIU NPUHATHS BPa4yeOHbIX pellleHu,

BO3MO3KHOM K pecajindanuu B MeIlI/IHPIHCKOﬁ I/IH(l)OpMaIII/IOHHOﬁ CUCTEME

Kaxk yxe ObUIO OTMEUEHO paHee, MpU OCMOTpPe peOeHKa ¢ MOJATBEPKJICHHOU BA
neauaTpoM, Bpad B Ipollecce cOopa aHaMHE3a U BHECEHUS CBEICHHI B AJICKTPOHHBIN
MIPOTOKOJI OCMOTpPA JICJIA€T BBIBOJ O HAIMUUU JIMOO OTCYTCTBUU KOHTPOJISI 3a00JI€BaHUS
U TPUHUMAET pEUICHWE O HampaBlICHUNW/HE HANpaBICHUM TMAllMEHTa Ha BTOPOM
(k a;meprosiiory) WM TpeTuil (aIeprojory, myJIbMOHOJIOTY) YPOBEHb CHCTEMBI
31PAaBOOXPAHEHHUS JJISI KOPPEKIIMU TE€PAINU, OCHOBBIBASICh HA aHAIN3€ CYHIECTBYIOIINX
KPUTEPUEB, COTJIACHO MOJOKEHUSM KIMHUYECKUX PEKOMEHIAIMA U MEXTYHAPOIHBIX
CTaHJapPTOB OKa3aHUs MEeAUIMHCKON nomoiu no BA (raiianaiiHoB).

Ecau Bpauom-neauaTpoM yCTAaHOBIEHO OTCYTCTBHUE KOHTpPOJIA 3a0o0sieBaHUs,

TO BO3MOZKHBI JIBAa BapHUaHTa:

1. HanpasuTtk k cnenuanucty Broporo yposHs (amieproiory AIILL) mis koppekuun
TEeparum.
2. HampaBute K CHENUAIUCTY TPETHETO YPOBHSA CHUCTEMBI 3IPABOOXPAHCHUSA

(aymeproJiory/myJIbMOHOJIOTY  CTallMOHapa WM pedepeHi-LeHTpa) s KOPPEeKIUU
Tepanuu W/ WIM TMPOJOJDKEHHUS JAHUAarHOCTHYECKOTO Tmoucka (nuddepeHnnaibHoMl
JTMarHOCTHKH ).

B macrosimiee Bpemsi i HampaBieHUsS TMAalMEHTa Ha BTOPOM YpOBEHb
K QJIJIEPTrOJIOTY JiJisl MOJYy4YeHUs KOHCYJbTAlluU MeAuaTp UMEET BO3MOXHOCTh BBIIAThH
peOEHKY BJIEKTPOHHOE HaINpaBlIEHUE, WCIOJb3Ysl CYLIECTBYIONIUE (YHKIIMOHAIbHBIC

Bo3MOxHOCTH EMUAC, 11 4ero HyKHO BOCIIOJIb30BaThCs BKIIAAKoW «HazHaueHne».
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OnekTpoHHas popma «HazHaueHne» BbI3bIBAECTCS MTPU MOMOITU COOTBETCTBYIOLIEH
KJIIMKA0EIbHON KHOIKH, PAcMOJIOKEHHOW HAa MHCTPYMEHTAIBHOMN MAaHENIN JUajorOBOTrO
OKHa «DJIEKTPOHHAasi MEIUIIMHCKAasg KapTa» W COCTOMT U3 6 mMoJieil, B KOTOpbIE Bpad

BHOCHUT HGO6XOI[I/IMI)IG CBCACHMUA:

° Bri6op u3 cnimcka (1adioHsl).
° CpOYHOCTb.
. CnenuanbHOCTb.

. ®UO Bpaua,;
o ObocHOBaHUE.
° Jnarunos.

[Ipu HanpaBiIeHUH NALMEHTA K CIEHUAIMCTY TPETHETO YPOBHS OH, IIPU IMOMOIIHU
¢dbyukimoHanbHbix MHCTpyMeHTOB EMUAC, BbIOpaB Ha mMaHenu AMAIOTOBOrO OKHA
KJIMKa0eIbHYyI0 KHONKY « HampaBieHue B cTaiimoHapy, JOJKEH TaKKe 3alI0JIHUTE (GOpMy
3JIEKTPOHHOTO HAIPABJICHUS.

dopMa  DIEKTPOHHOTO  HANpaBJIEHUs B  MEIOULUMHCKOE  YUPEKICHUE

Ha CcTallMOHapHOE o0ciefoBaHUe/HAOMIOACHUE CONEPIKUT 7 pa3ieiioB:

o BU/I HaNpaByieHUs (OCYILECTBISIETCS BHIOOP U3 BBINAIAIOIIETO CIIHCKA);

o 1[eJIb HaMpaBJIeHUs (OCYIECTBIISIETCS BHIOOP U3 BHIMIAIAIOIIETO CIIUCKA);

° UarHo3 (OCyIIeCTBISETCS BRIOOP U3 BBIMAIAOUIETO CIIUCKA);

o pPa3BEpPHYTHIM KIMHUYECKUN JuarHo3 (BHOCHUTCSI B PEXKUME PYYHOTO BBOJA

C KJIaBHaTypbl KOMIIBIOTEPA);
o npopuiab oTAeNeHus] 3a00yieBaHUsl (OCYIIECTBISETCS BHIOOP M3 BBINAIAIOIIETO
CITHCKA);
o MEJIMIIMHCKAsI OpraHu3aius (OCyIIeCTBISETCS BEIOOP U3 BBINMAAAIONIETO CIUCKA);
. 000CHOBaHUE HAMpaBJeHUsI (BHOCUTCS B PEXKUME PYYHOTO BBOJA C KIIABUATYPbI
KOMITBIOTEPA).

[TomraroBo mpouecc OCylmeCTBICHUS NpueMa mnamueHta ¢ bBA w 3amoiiHeHud
anekTpoHHbIX (Gopm B EMUAC B 4yacTu NpUHATUS pPEIIEHUS O HEOOXOIUMOCTH

MMOJIY4YCHUA p€6eHKOM B I[aJII)HCI\/,IIHeM KOHCYJIbTaAllUN CIICHHUAJIMCTOB Ha BTOPOM n/m
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TPETBEM YPOBHSIX CHCTEMBI 3APAaBOOXPAHEHHS H CO3JaHUS COOTBETCTBYIOIIHNX
AJIEKTPOHHBIX HampaBiaeHud Ha BTopoil (k amieprosory Allll) wnmm Tpernit
(k a;ieprosiory WM IMYyJIBMOHOJIOTY CTallMOHapa WM pedepeHI] IeHTpa) YpPOBHHU
CUCTEMBI 3JIpaBOOXPAHECHUS MOJPOOHO OMHUCAH PAaHEE U MOXKET ObITh BU3yaJIM3UPOBAH
B BUJIE AJITOPUTMA, NpeACcTaBIeHHOro Ha Pucynke 30.

AHaln3 CBEJICHUH MOHUTOPHUHTA 3alOJIHEHUS! (DOPM SIEKTPOHHBIX HAIMpPaBICHUI
B EMUAC, npeacraBineHHbix B ['1aBe 3, mOKa3bIBAE€T, YTO JJIs1 HAIPABJICHUS TAI[MCHTA
Ha KOHCYJIBTAIIUIO K Y3KOMPO(YHIHLHOMY CHEIUATUCTY BpauyOM-TIEIUATPOM C IEPBOTO HA
BTOPOI1 yPOBEHBb CUCTEMBI 3/IpaBOOXPAHEHHUSI BpEMsI 3aTI0JIHEHUS TaHHOU (DOPMBI, UCXO IS
W3 MOPAKTUYECKOrO OMNbITa CHEHHAJIUCTOB BTOPOrO YPOBHS, 3aHUMAET OKOJIO
175-180 cexyna (mpuONAM3UTENIBHO 3 MUHYTHI), a BpPEMs 3alOJIHEHHS SJIEKTPOHHOU
dbopmbl «Hampasnenue B craiioHap» — 0koi0 305 cekyH 1 (MpUOTUZUTENBHO S MUHYT),
YTO COCTaBJIIET COOTBETCTBEHHO OKOJIO OJHOM TPETH W MOJIOBUHBI OT CPEIHETO
pPErIaMEHTUPOBAHHOTO  BPEMEHM MOpHEMA NANMEHTa, ¢  COKPAIaeT  BpeMs
HEMOCPEACTBEHHOTO B3aUMOJICUCTBHS JOKTOPA C MAIUEHTOM.

Heobxoaumo  oTmeTuTh, uTO cywmecTByromuid  ¢yHkuuonan EMUAC
npeaycMaTpuBaeT (GopMy KOHTPOJIS 3a00JIeBaHUsI, OJTHAKO €€ 3all0JIHEHUE HE BCErna
ocymiecTBisieTcss B cBsi3u ¢ TeMm, uto EMUAC npenycmarpuBaeT Ha JAHHOM 3Tare
TEXHUYECKYK) BO3MOXHOCTh MPOJOJLKEHUS 3allOTHEHHS NPOTOKOJA MpHeMa MalueHTa
0e3 3amoJIHeHUST YKa3aHHON ()OPMBI, YTO MOKET MOBJIEYb PUCKHU OCTABIICHUS MallMEHTA
¢ bA B «J1aTeHTHOM 30HEY.

HecomHeHHO, ¢ IENBIO MOBBIIIEHUS] KaYECTBA OKa3aHUSI MEAULIMHCKOW MOMOIIH
nanueHTaMm ¢ BA, cyliecTByrolue aaroputMmbl TPeOYIOT nepecmoTpa. PazpaboranHoe
HaMH pEIICHHE TMPEeyCMAaTPUBAET BO3MOXKHOCTh TPUMEHEHUS WHTEIUICKTYaIbHOU
CIIIIBP B Bompoce koHTponsi TeyeHus: bA y gereir. JIaHHBIM alrOPUTM ITO3BOJIUT
COKpPATUTh IEPHOJ] C MOMEHTa IMOCTAHOBKM AuarHo3a bBA y manweHTa 10 MOMEHTa
YCTaHOBJICHUS U COXPaHEHUsI KOHTPOJIsS 3a00JIeBaHus, YTO, O€3 COMHEHUSI, TTOBIUSET HA
Ka4ueCTBO JKU3HU MAIMEHTOB U MX POJUTENEH, a TAK)KE MO3BOJIUT CHU3UTh (PMHAHCOBBIE
U3JIEPKKU TOCyJapCcTBA M TMOBBICUTH (DAPMAKOAKOHOMHUUYECKYIO BbIrony [7, 27]

(Pucynox 31).
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[ Mpuem naumeHTa Bpayom - NneauaTpom ]

[z (1= eTopoit yposeHb)

eobxoanMmocTb
KOHCYNbTaLuK

¥

Bbi3oB popmbl «HazHaueHue»

Y

3anonHeHue Gopmbl
«Ha3HaueHue»

Bbibop 13 cnucka - ‘

*

Bbibop cpoyHoCTH = 5 cek

v

>
Bbibop cneunansHocTv Bpaua | = 20 cek | 180

y cek
Bbibop ®UO Bpaua =10 cek
-
OB0CHOBaHME HANPABAEHUAK | . 190 cay
Bpauy BTOPUYHOIO 3BEHa
A 4
Bbibop guarHosa = 20 cek

NauMeHTa Ha OAHOM
W3 CAegyrowmx
ypoBHe#

Her

Da (Hza TpeTHit yposaHb)

MpoAoxKeHne 3ano/HeHNA
npoTokona ocmoTtpa 8 EMUAC

3aBeplieHue
npuema

v
BbizoB popmbl «HanpaeneHue B

cTauMoHap»

3anonHeHue Gpopmsl
«HanpaBneHue B CTaLMOHAp»

Bua HanpasneHua =5 ceK ‘
v
Lienb HanpasneHua =5 ceK
.
[OwnarHos = 20 cek
. 2
PasBepHyTbIM KAMHUYECKWA | ~ g0 cex = = 305
p,nan;uoa ceK
MNMpogunb oTAeNneHnA ~ 45 cek
w%muua—
MeauumHckas opraHuzauma | = 150 cek
v
ObocHoeaHue Hanpaenewua | = 20 cek ’

Pucynoxk 30 — Anroputm popmMupoBaHusl HalIpaBJIEHUs] HA BTOPOI WJIK TPETHI YPOBEHB
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Pucynok 31 — JlepeBo npunsatus pemennii B EMHUAC st ocymectBienuss KOHTposst bA
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JlaHHas1 cxeMa OMMCHIBAET aITOPUTM aBTOMATUUECKON MAPIIPYTHU3ALNHU NAUEHTa
C MMOATBEPKACHHBIM THarHo30M bA ¢ mepBoro Ha BTOpOW M HA TPETUIN YPOBHU CUCTEMBI
3pABOOXPAHEHHUS B 3aBUCUMOCTH OT MEJIUIIMHCKUX MTOKa3aHUU.
B mpouecce mpuema mnanueHTa BpadyoM-TIEAHATPOM MpPH BLIOOPE OJHOTO U3
MOATBEPKACHHBIX AuarHo3oB: J45.0 wmm J45.8 aBTOMAarnu4ecKH OTKPBIBACTCS
IUAJIOTOBOE€ OKHO C BOMNPOCHUKOM, COAEPXKAIIUM TPU JIUXOTOMHYECKHX BOIPOCA

0 OLICHKE KOHTPOJIs1 OpoHXHaibHOU acTMbl (PucyHnok 32).

BOMPOCHI OTBETbI

1. OgHa n 6onee rocnuTann3aLmii 3a rog Bcneacrtsue oboctpeHna 6poHXManbHOM acTMbl Aa aa aa HeT Aa HeT | HeT | HeT

2. [1Ba u 6onee TAKENBIX 060CTPEHUI BPOHXMANBbHOI aCTMbl B TEYEHUE rofa € NOTPeBHOCTbIO

Ha3HaYeHWA CUCTEMHbIX [IIOKOKOPTUKOWAOB UM BbI30Ba Bpurabl CKOpPOK NOMOLLK, Aa Aa HeT | Mda HeT | HeT | pa HeT
| Ha3sHaYeHMs BbICOKNX 103 MHIaNALMOHHBIX [IIOKOKOPTUKOMAOB Hepes Hebynaiisep

3. MoTpe6HOCTb B B2-aroHUCTax KOPOTKOTO AEMCTBUA A1 KYNMMPOBAHUA CUMITOMOB

6pOHXMaNbHOI acTMbl (6onee 2 MHIaNALMIA B HEAE/MHO), HAZIMUME HOYHBIX CUMITOMOB NPy aa HeT | pa Aa HeT | [da HeT | HeT

COXPaHEHWUM MPUBEPXKEHHOCTU K NPOTUBOACTMATUYECKOI Tepanum ‘ |

ABTOMaTUYECKOE HOPMUPOBAHUE INEKTPOHHOTO
Hanpas/eHna Ha TPETUIA YPOBEHb

HanpasneHue Ha TpeTuit
ypoBeHb He GopmupyeTca

v

Her " Topgmucate Oa
T _Hanpaenexne

4 vY
e N
1// N\
- [ EEEXE-
[ \
|

| wenue
\_ npuema
AN

e

Pucynok 32 — AIroput™ npuHATHS BpauyeOHOTO pPEelIeHus sl MallueHTOB ¢ bA

Bpau-neguartp 3anonnser B EMHUAC BONPOCHHK, OCHOBBIBASICh HA PE3yJIbTaTax
oIpoca/ocMoTpa NaueHTa.

Ha cnenyromem mare B EMHMAC ocymiecTBisieTcst HHTEIIEKTyalbHas 00paboTka
JaHHBIX MO HAJIWYUIO KOHTPOJISI 3a00JIEBaHMSI HA OCHOBE OTBETOB Ha JUXOTOMHUYECKUE
BOIIPOCHI C MIOMOUIBIO TEXHOJOTUA MAIIMHHOTO O0YyYEeHHUS.

ANTOpUTM TPUHATUS BpavyeOHOrO pEIIeHHUs] OyIEeT BBIMIANETh CIETYIOIINM
00pazoM:

o [Ipu otcyrcTBuM 0TBETOB «/IA» Ha BCce Tpu Bompoca (GOpPMHUPYETCS pe3ysbTarT,

MOATBEPKAAIONMIUM HaTUYUe KOHTPOJIS 3a00Je€BaHUSI M OTCYTCTBHE HEOOXOJIUMOCTH
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HAMpaBJICHUS MAIMEHTa HA OJIUH U3 CIEAYIOIINX YPOBHEH CHUCTEMBI 3APABOOXPAHCHUS
(x Bpauy-ajIeproJory/myJbMOHOJOTY). Pesynbrar BBIBOJIATCS Ha DKpaH
Bpauda-neauarpa. J[aHHOE IHAJIOrOBOE€ OKHO 3aKPBhIBACTCS IMPH HAXKATUM HA KHONKY
«3akpbeITh». Bpau-neguatp mNpogoKAaET NPUEM NAlUUEHTA W 3alOJHEHHE €T0
3JIEKTPOHHON MEIUIMHCKOW KapThI, TOCJIE YErO 3aBEPIIACT IPUEM.

° [Ipu Hamuumu XoTs Obl omHOro OoTBeTa «JIA» Ha m000NW M3 TpPEX BOIMPOCOB
B EMUAC ¢ ucnons3oBannem CIITIBP dopmupyercs pe3ynbTaT, MOATBEPHKIAIOIIHIA
OTCYTCTBUE KOHTpOJIA 3a00J€BaHHS Ha YPOBHE Bpada-nieauaTrpa U HEO0OXOIUMOCTH
HANpaBJICHUS MAlMEHTa HA OJAWH W3 CICAYIOUIMX YPOBHEH CHCTEMBI 3IPABOOXPAHEHUSA
(x Bpauy-ajuieproyiory / MyJbMOHOJOTY) HJii OCYIIECTBIEHHUS KOPPEKIUU TEparuu.
CdopmupoBaHHBIN pe3yslbTaT C BBIBOJOM 00 OTCYTCTBHM KOHTPOJIS aBTOMATHYECKU
BBIBOJUTCA HA BCIUIBIBAIOIIEM JUAIIONOBOM OKHE MPEIOCTABICHUEM Bpauy-NeIuaTpy
BO3MOXXHOCTH BBIOOpa CIEIMAIbHOCTH Bpadya U YPOBHSI CHUCTEMBI 3paBOOXPaHEHUS,
KyJla HEOOXOJMMO HAIMpaBUTh MallMEHTa (CHEUUATUCT 2 YPOBHS— aJIEProyior WIH
CHEeUUAIUCT 3 YPOBHS — aJlIeproor/mysibMoHotor). Ilocie BriOOpa YpOBHSI CHUCTEMBI
3IpaBOOXPAHEHUS U CIEHHUAIN3AIUHA Bpaya aBTOMATHUYECKU POPMUPYETCSI DIIEKTPOHHOE
HaNpaBJICHUE HA COOTBETCTBYIOIINN YPOBEHD ¢ KHONKOM «IloanucaTrey.

B cnyudae BbIOOpa BTOPOro YpPOBHSI CHUCTEMBI 3JPABOOXPAHEHHS] MOCPEACTBOM
EMUAC aBTOMaTH4eCcKu OCYIIECTBIISIETCS HAIMPABJIEHUE HA BTOPOW YPOBEHB CHCTEMBI
3paBOOXPAHEHHUS K Bpauy-aJLIeproory.

B cnydyae BbIOOpa TpeThEro ypoOBHSI CHUCTEMbI 3JIPABOOXPAHEHUS MOCPEACTBOM
EMUAC aBTOMaTu4ecKu OCYyUIECTBIISIETCS HANPABICHUE HA TPETUH YPOBEHb CHCTEMBI
3IpaBOOXPAHEHUS K Bpauy-aJlJIeprojory/myjabMOHOIOTY.

[Ipu noanucannu neauaTpoM 3JIEKTPOHHOrO HampasiieHUs: B CHUCTeME Ha BTOPOU
WA TPETUH YPOBHU MPOUCXOAUT aBTOMarndyeckoe HampasiaeHne B EMUAC nanuenta
K Bpauy COOTBETCTBYIOILIETO YPOBHS, IOCIE YETr0 Bpay-NEeauaTp MPOAOJDKAET BECTHU
MPUEM NALMEHTA U 3AMOJHITH MPOTOKOJ OCMOTPA B ANEKTPOHHON MEIUIIMHCKOM KapTe.

[To oxkoHYaHMM NpHEMa TaHHBIE B JIEKTPOHHON MEUIIMHCKOM KapTe COXPAHSIIOTCS

u npuem B EMUAC 3aBepmaercs.
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YHUKaJIbHOCTh PELIEHUS COCTOUT B HEBO3MOKHOCTHU 3aBEPLICHUS IEAUATPOM
npuema B EMUAC u BbIXo7a U3 KapThl MalKeHTa 0e3 moanucanus chpopMupoBaHHOTO
cuctemMoir aiekTpoHHoro HampasieHus, eciau CIIIIBP mocie o00paboTku OTBETOB
Ha TUXOTOMHYECKHUE BOMPOCHl copMupoBaia pe3yabTarT 00 OTCYTCTBUM KOHTPOJIS
3a00J1eBaHUsI.

Takum oOpa3zoM, Ipu peanu3aluu alropuTMa, npejactaBieHHoro Ha Pucynke 31,
pesyinbTtaroM npuemMa B EMUAC sgBmngeTcs He mpoCTO 3aMOJHEHHOE HAIpPaBJICHUE
Ha BTOPON WM TPETUW YPOBHU CHUCTEMBI 3PAaBOOXPAHEHUs, HO M (HAKTUUYECKOE
ONpENENICHNE  CHUCTEMOM €  HCHOJIb30BaHMEM  MHTeiulekTyanbHou — CIIIIBP
HEOOXOJIUMOCTH KOPPEKIIUU TePAIIUH.

JIaHHBIN TOAXO/T MO3BOJISIET MUHUMU3UPOBATH CIAEAYIOIINE PUCKU:

. HECBOEBPEMEHHAs1 KOPPEKLIUS TEPAIINH;

. TOCIUTAIN3AIMS B CTAlUOHAP C OOOCTPEHUEM, B T. Y. OTACICHUE PeaHUMAIINU U
MHTEHCUBHOU TEPAIINU;

. puck MoauduKauuK TeYeHUs 3a00JEBaHUS BEPOATHOCTHIO COOTBETCTBHUS
kputepusiMm  Global Initiative for Chronic Obstructive Lung Disease (GOLD)

B JAJILHEUIIIEM.

5.2.2. AnroputMm BeJeHHs AeTel ¢ OPOHXUAJIBHOI aCTMO# B paMKax nmpueMa
aJJIepProJiora, BKJIK4Yasi KOHTPOJIb Te4YeHHus 3200/1eBAaHUA U IPOLeCC
MapPIIPYTHU3ALUU NANUEHTA ¢ UCIO0JIb30BAHUEM CHCTEMbI IIOMOLIH PUHATHS
Bpa4eOHBbIX pelleHUuil, BO3MOXKHOM K peaju3anuu

B MeIUMLIMHCKONH MHPOPMALIMOHHOI cucTeMe

PaccmatpuBas mponecc pabotel amneprogora B MUC B HacTosimee Bpemst
(ma mpumepe EMUAC), npu 3anonHeHuU NpOTOKOIa MpueMa mainueHta ¢ bA mocie
BBITIOJTHEHUS IIAaroB, ONHCAHHBIX B paznuene 4.3., Bpady-aJIeprojor MepexoauT
BO BKJIaAKy «AHaMHe3 3a00JieBaHUs», KOTOPBIM MOJJEKUT 3aMOJHEHUID —
«ITonpobHoCcTH wucTOpuM Oosie3HW». B naHHOM paszene 3amojJHEHHIO MOJJIeKaT

cnenyromue noist (Pucynoxk 33):
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o Teuenue 3aboneBanus («He BeiOpano», «Kpyrinoroanunoey, «Ce30HHOEY).
° Mecs.
o Crannonaproe Jeudenne («Yumciao obocTpeHumit B roay, «Yucmo oOparieHuit

3a HEOTJI0XKHOM MOMOIIBIO 32 HOCICAHUM roay, « Hucino rocnuTaan3anui 3a mociaeIHun

roa», «KommenTtapuii»).
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Pucynoxk 33 — I[IpoTokon npuema namuenta ¢ bA

Crnenyromuid pasjaen, MOJJIEKAIIUN 3allOJHEHUIO ajljIeprojioroM B IPOLECCe
3alOJIHEHUSl BKIIAJIKH «AHamMHe3 3a0olieBaHUS», — «AHaMHE3 NpH OpPOHXHAIBHOU
acT™Me».

B nannom pazzene HaxonasTcs cieayromue nois ais 3anoanenus (Pucynku 34 u
35):

o Perynsipaocts mpuema Oa3ucHbix mnpemnapatoB («He BwiOpano», «ExkemHEBHOY,
«Heperynsipuo», «I1o moTpedHOCTHY).

o Texnuka unransiuit («He Beiopanoy, «IIpaBunbhasy, «HenpapunbHasy).

o [TorpebHOCT, B OeTa-2-aHTaroHucTax KopoTkoro naedctBusi («He BbIOpaHO»,
«Memnee 1 paza B Henemo», «1-2 Pa3a B Hegemo», «3—5 Pa3 B Henemo», « ExxemHEBHOY ).

. dopmMa JOCTaBKHU.
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Cyrtounas no3a (ex.).
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Pucynok 34 — IIporokoi npuema nanuenta ¢ bA

3neKTPOHNAR KapTa NaUMENTa - e x

EMUALC NaH NpuémMa  PeecTphl Ha6NIOAEHW  BakuwHaums v peaBapuTENbHbIE AUATHO3!
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Pucynoxk 35 — IIpoTokon npuema namuenta ¢ bA
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[Tocne 3amonHEHWs BKIAAKW «AHAMHE3 3a00JieBaHMs» B TPOIECCE IMpUeMa
MaIyenHTa ¢ TMario3oM bA amieproyiory HeoOX0oauMO TIEPEUTH K 3aMOTHEHUIO BKIIAIKA
«ITpuHUMaeMsblii ipenapaty», KOTopas COAEPKUT B cede cneayrouue noss (Pucynox 36):
o [Tpuaumaet nipemnapar (1).

Hassanue npenapara.

Hcnons3oBancs panee.

Hcnons3yercs ceituac.
Knunnueckoe onucanue.
Oddext ot mpuema («He Be1iOpano», «Ilomoxutenbubiiny, « OTpUIIATEIBHBIN,

«bes adexrar).

3MeKTPONHAA KAPTA NAUMENTa E

Aenncosa A. P. -
Bpor-annepranor-wy

EMUALC MNnaH npuéma  PeecTpsl HAGMOARHMS  BakuvHauma v PeABapUTENbHBIE AWATHOIBE

DS o el o 9 OATBEPKACHHBIC 2 e fpens v 5 v
HenoaTBepXACHHbI NoATBepKACHNSI = Eﬂ E, : ol e & HasHauenus v
00
88 > © <
> @
Mpunmmaer npenapar
nesanms

(2]

NpuHnMaer npenapar NpuHumaer npenapar (1)
4 Acvrecr o
A 06w ocMoTP
M KNMHUUecKoe onvcanne

+

tal
a dppet ¥
(k3
S

Auarvos

Pucynoxk 36 — IIpoTokon npuema namnuenta ¢ bA

[Ipoananu3upoBaB ONMKUCAHHBIN BIIIE AITOPUTM pabOTHI Bpaua B CucTeME, MOKHO
FOBOPUTH O TOM, 4YTO CYIIECTBYIOIIMHA HA CETONHAIIHUN JEHb MPOLECC aHaln3a
HaJWYUs/OTCYTCTBUSL KOHTPOJIS 3a00JieBaHUsI HE BCErJa BO3MOXHO IPOBEPUTH
Ha COOTBETCTBME B TMOJHOM Mepe KPUTEpPHUSIM, NPEIJI0KEHHBIM KINHUYECKUMHU
pEeKOMEHAAIMAMN W MEXIYHApOJHBIMU cTaHAapTamu. JlaHHbIA Tmpoiiecc TpedyeT

KOPPEKIIMM C TOYKH 3pEHHUSA palroHAILHOTO M A(P(PEKTUBHOTO HCIOJb30BAHUS
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CyHIeCTBYIOIUX (YHKIMOHATBHBIX BO3MoOkHOcTe EMUAC, 4to co3nmact moiaHyio
aBTOMAaTH3alMI0 TMpolecca Mapupytuzanuun B (Cucreme, 4To B CBOIO OuYepellb
MOJIOKUTENIBHO CKAXKETCSl HAa PAaHHEM BBISBICHUU OTCYTCTBHUSI KOHTPOJIS 3a00J€BaHUS U
€ro KOPPEKLHH, CO3JACT BO3MOXHOCTH IJis JOCTHXKEHHS KIMHUYECKOW PEMHUCCUU
Ha 0oJiee paHHHUX dTarax.

B nacrosiiee Bpemsi onpejieiieHue aieprojaoroM HAIMUUs/OTCYTCTBUS KOHTPOJIS
3aboneBaHusi y pebeHka ¢ BepudUIMPOBaHHBIM JuarHo3oM bBA ocymiecTBisieTcs
CIEAYIOIIMM 00pa3oM: B Mpollecce MpreMa auieproyior OIEHUBAET HAJIUYHE KOHTPOJIS
3a007€BaHMUsl, OCHOBBIBASICh HAa aHAJIU3€ CYIIECTBYIOIIUX KPUTEPHUEB, COIJIACHO
MOJIOKEHHUSIM KIIMHUYECKUX PEKOMEHJIAlMl U MEXIYHApOIHBIX CTaH/IAPTOB OKa3aHUS
MEJIUIIMHCKOW MOMOITY MO HO30JIOTUH (TaiiyiaitHOB).

[Ipu otcyrctBunM KoHTposisi bBA amnepronor (BTOpO ypOBEHB), MOXKET
BOCIIOJIB30BaThCA JIByMsI BApUAHTAMMU:

1. CamMOCTOATENBHO CKOPPEKTUPOBATH TEPAIIHIO.

2. HanpaBuTh Kk cnenuanucty TPEThEro YPOBHSI IJi KOPPEKIUU Teparuu H/Uin
pelieHrs BONpoca O 11eJIeCOOOPA3HOCTH HAa3HAYEHUS] UMMYHOOHOJIOTHYECKOTO
npenapata WIA OPOJOJDKUTh — JUArHOCTUYECKH mouck  (auddepeHiumaibHyo
JTMAarHOCTHUKY).

B cnydae HEOOXOAMMOCTH HampaBi€HHUS MallMeHTa K CHEUUAIUCTY TPEThEro
YPOBHS OH Mpu oMoy GyHKIIMOHATBHBIX UHCTpYyMeHTOB EMUAC, BbiOpaB Ha maHenu
JIMAJIOTOBOT0 OKHA KJIMKaOelnbHYI0 KHOMNKY «HampaBieHue B CTallMOHAp», 3amOJHSET
(hopMy IIEKTPOHHOTO HAIIPABIICHHUS.

dopma 3IEKTPOHHOTO HANpaBJIEHUS B MEAUIMHCKOE YUYpEeXKJCHUE Ha

cTalMoHapHOe 00clieIoBaHne/Ha0II0IeHHE colepKUT 6 pazaenos (Pucynok 37):

o CpOYHOCTB.
° CnenunaabHOCTD.
° MenuuuHCcKOoe yupeKIeHUE.

° ®HUO Bpaua.
° O0ocHOBaHHE.

° Jnarnos.
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[ Mprem naumeHTa BpavyoM-anneproaorom ]

I

Hanuuue
KOHTpONA

MpuHAaTne
Bbi3oB ¢popmbl «HanpasneHue B . Aa peleHna Bpayom v
CTalMoHap» 0 HanpaeneHWM Ha MpoaonKkeHWe 3anoNHeHNs
3 ypoBeHb 3/1IeKTPOHHOMN KapTbl NaLUeHTa
y 1 CamMoCToATe/IbHasA KOppeKL A
3anonHeHue ¢opmbl «HanpasneHuve B HeT Tepanuu
CTauMoHap»
Bbl60Op CpOYHOCTH = 5 cek
v
Bbi6op cneuuanbHocTi Bpada | =~ 20 cek \
v
Bbi6op MeauUMHCKOro
P MeAMLL ~ 60 ceK 2 ‘ SEheh:
yypexaeHus ~ 305 Y
v LeHue
cek
Bbibop PUO Bpaya = 50 cek npuema
* A
O60CHOBaHWe HaNPaBAeHUA K | _ 150 ok I
Bpa4y BTOPU4HOrO 3B€Ha MpoaonkeHue 3anoaHeHUs
Y 3/IEKTPOHHOW KapTbl NaLMeHTa
Bbibop gmarHosa = 20 cek

Pucynok 37 — ®opma 17151 HarpaBJIeHUs MAlMEHTa HAa KOHCYJIbTALUIO K Y3KOMPO(PUILHOMY CIEHHAINCTY BpauOM-ajlJIeproioromMm
CO BTOPOI'O Ha TPETUM YPOBEHb CUCTEMBI 3/[paBOOXPAHECHUS
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Bwmecte ¢ Tem, Kak U B clly4yae 3arojHEHUs MOJJ00HON (opMbl ISl HAITpaBICHUS
MalKreHTa Ha KOHCYJbTAIMI0O K Y3KOMPO(PUILHOMY CHEIUAUCTY BpadyoM-TeAUaTPOM
C IIEPBOr0 Ha BTOPOM YPOBEHb CHCTEMBI 3/IPAaBOOXPAHEHUS, BPEMS 3aNIOJTHEHUS TAHHOU
dbopMBbI 11 HampaBi€HUS HAa TPETUU YPOBEHb, MCXOAS U3 MPAKTUYECKOrO OIbITa
CIELUAIUCTOB BTOPOTO YpOBHA, 3aHUMaeT oOkojo 305 cexkyHn (NMpUOAM3ZUTENHHO
5 MHHYT), YTO COCTaBIISIET OKOJIO TOJIOBUHBI OT CPEIHET0 PErJaMEeHTHPOBAHHOTO
BPEMEHU NIpUEMa ITAIMEHTa U COKPAIIAET BPEMS HEIMOCPEACTBEHHOIO B3aUMOACHUCTBUSA
nokropa ¢ nanuentoM (Tabnuna 21, Pucynok 17).

Heo6xo01uMO OTMETUTD, YTO CYIIECTBYIOIINM Ha CErOAHSIIIHUN AeHb (yHKIIMOHAI
EMUAC npenycmarpuBaer (hopMy KOHTPOJIS 3a00JIeBaHUS, OJHAKO €€ 3aloJIHEHUE
HE BCErja ocymiecTBisieTcs B cBsi3u ¢ TeM, ytTo EMUAC npegycmarpuBaetr Ha TaHHOM
JTane TEeXHUYECKYK) BO3MOKHOCTh NPOAOJLKEHUS 3allONHEHUS IPOTOKOJIA IIpUEMa
nanureHTa 06e3 3amoJIHeHUS YKa3aHHOU (DOPMBEI.

BonbmMHCTBO  pa3fenoB cCyiiecTBylomeid QopMbl KOHTPOJs 3aboJieBaHUs
nyonupyet npyr apyra. Kpome Toro, Ha JaHHBIA MOMEHT OTCYTCTBYET KOPPEKTHas
CTPYKTYpH3alUsl KPUTEPUEB, U OHU HE B IIOJHOM MEpPE COOTBETCTBYIOT AKTyaJlbHOU
BEPCUM KIMHUYECKHUX pPEKOMEHIanui MuHucTepcTBa 3apaBooxpaHeHus: Poccuiickoi
denepaluu, 4YTO HE MO3BOISET OBICTPO U JOCTOBEPHO OLIEHUTH HAJTU4YUE KOHTPOJISt BA.

PazpaboranHoe Hamm TexHudeckoe pemienne B EMUAC nna moHuTOpHHTa

KOHTpoJIst BA amnepronorom npeacrasieHo Ha Pucynke 38.
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[ Mpuem naupeHTa ]

Ja SNeKTpPOHHOe Het

HanpasieHue ot
l neauar

Mpu OTKPBLITUM 3IEKTPOHHOI KapTbl NAaLMEHTA - aBTOMATUYECKOE OTKPbITUE
OKHa B MEAMLMHCKOWM KapTe NauMeHTa ¢ pesynbTaTaMmu ONPOCHUKa,
3an0/IHEHHOro BpaYoM-NeAUaTPOM

A 4

3anonHeHWe anneprosiorom MeAMLI,MHCKOﬁ KapTbl NauueHTa

pa

ABTOMaTUYECKOE OTKPbITUE OKHa
C ONMPOCHUKOM

3anonHeHMe ONPOCHWUKA, COCTOALLETO
U3 AUXOTOMMUYECKMX BONPOCOB

Bbi6op oaHoro u3
AvarHosos: :J45.0,
J45.8

D
I
Q WHTennekTyanbHan 06paboTka AaHHbIX MO HAIMYMIO KOHTPONA
g 3aboneBaHnA C MOMOLLBIO TEXHONOTUIT MALMHHOTO 06y4eHuna
Q.
>
~ F
.| ®PopmuposaHue pesynbTaTta, NOATBEPHKAAIOLLETO «flan >=1 ®dopmupoBaHue pesynbTara,
> =
OTCYTCTBME KOHTPO/IA B BUAE AVUaN0roBOro OKHa NOATBEPKAAIOLETO HAIMYME KOHTPOAA
Bonpoca
Bbibop Bpayom ganbHenwero \
" MapLupyTa NeveHus: CamocToaTenbHasn MNpoAonKkeHue 3anonHeHUa
eT
Bo3moikHOCTb/ HEBO3MOMKHOCTb KOppeKLu1a Tepanumn > npoToKona npuema s <
CaMOCTOATENIbHOMN KOPPEKLMU BpPa4yoM BTOPOro YPOBHA MeAMLMHCKOMN KapTe
y Tepanuu Bpayom BTOPOro yPOBHA
Bbi6op Bpauom yupekaeHUA COrNacHO AaHHbIX
MYNbTUMOPBUAHOCTM NauueHTa
ABTOMaTU4eckoe GopmM1MpoBaHME HanpasaeHna K 3aBepexne
cneumanuncTy TpeTbero yposHs (annepronor/nyasmoHonor) npuema
A
r:]
I
2
o Beibop
o OnNTUManbHOM
> Tepanum
o

Pucynok 38 — Anroput™m npuema naueHTa ¢ noJATBEpkKACHHBIM JUarHo3oM bA y amieprosiora (Bpady BTOPOro ypOBHS)
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B naHHOM cXeme MNpeAcTaBieHbl ABA PAa3IMYHBIX CJlly4yas SBKM IIal[ME€HTa
C MOATBEPKACHHBIM AHarHo3oM bA k amieprosory (Bpady BTOPOro YpOBHS):

1. SIBka Ha mpueM K Bpaudy-aJuIEproJiory MauueHTa, KOTOPOMY B paMKax IMpueMa
BpauoMm-niequatpoM B EMUAC chopmupoBaHo 371€KTPOHHOE HAMPABJICHUE.

2. SIBka Ha mpHEM K Bpauy-aJUIeproJiory MaiueHTa 0e3 HalpaBlICHUs, BBIJIAHHOTO
BpadoM-nieguatpoM nocpeactsom EMHUAC.

B mnepBoMm cnydae mpu SBKE Ha MpPUEM K Bpaudy-ajlieproyiory peOeHKa
C MMOATBEPKACHHBIM JUAarHo30M BA, KOTOpomMy B pamkax MpHeMa BpadyoOM-IEAUATPOM
B EMUAC cdopmMupoBaHO »dJIEKTPOHHOE HAMpaBlI€HHE, B MOMEHT OTKPBITUA
AJIEKTPOHHON MEIMIIMHCKOW KapThl TalMeHTa B HHTepdelice Bpada-aaaeproyora
BCIUIBIBAET COOTBETCTBYIOIEE HMH(OPMALIMOHHOE JUAJIOTOBOE€ OKHO C OTBETaMH
Ha TpU JUXOTOMUYECKMX BONPOCA, 3aIllOJHEHHBIMU  BpPAuyOM-NIEAUATPOM, U
chopmupoBannbiM CIIIIBP Ha ocHOBe ux aHanu3a pe3yiabTaToM. J(MaloroBoe OKHO
3aKpBIBAETCS IPU HAKATUU HA KHOIKY «3aKPBITHY.

Janee BpauoM-aJuIeproyioroM OCYLIECTBIISIETCS BHECEHUE B DJIEKTPOHHYIO KapTy
MalMeHTa JaHHBIX OCMOTpAa M JONOJHHUTENBHOrO aHaMHe3a. [lo 3aBepuieHnro
3alIOJTHEHHST DJICKTPOHHOW MEIMIMHCKOW KapThl MAIMEHTA, MPU HAXKATHUU KHOIKHU
«CoxpaHuTh» Ha SKpaHE MOSIBISETCS IUAJIOTOBOE€ OKHO C BO3MOKHOCTBIO BBIOOpa
BPAa4uOM-aJUIEPrOJI0OTOM JaJbHENIIEr0 MapuIpyTa JEYEHHUS MAIUEHTA C UCIIOJIb30BAHUEM
KHOMOK «Bo3MoxkHa camocTosTenbHass koppekuus Tepanun» / «HeBo3moxkHa
CaMOCTOATEIbHASA KOPPEKLUSA TEPATIANY.

CoxpaHeHuE JaHHBIX, BHECEHHBIX B JJICKTPOHHYK) MEIULHMHCKYK KapTy
Bpa4yOM-aJUIEPrOJIOTOM B MPOLECCE 3alOJHEHUs IMPOTOKOJAa IpUEMA MALKUEHTA,
MPOUCXOJIUT TOJBKO MOCJE BbIOOpA JadbHENIero MapuipyTa JeUeHUs MalueHTa.

B cinywyae BbIOOpa amneproisoroM BapuaHTa «Bo3MOXXHa caMOCTOSITEIbHAS
KOPPEKIMS Tepaum» Bpady MPEAOCTaBIAECTCS BO3MOXHOCTb MPOJOJIKUTH 3alIOJTHEHUE
MPOTOKOJIa MNpPUEMA TNAIMEHTa B DSJIEKTPOHHOW MEIUIIMHCKOM KapTe, IOCIE YEro
3aBEPIIUTH IIPUEM.

B cinyuae BwiOOpa amieprosiorom BapuaHta «HeBO3MOkHA camMOCTOSITEIbHAS

KOPPCKOUA TCparnmn» Bpady npcaoCTaBIsICTCA BO3MOXKHOCTD BBI6paTI) N3 BBIITAJAOIMECTO
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CIIMCKAa CIEHHUAIBHOCTh Bpaya M MEIUIMHCKOE YUpEekKJIEHUE, B KOTOPOE HEOOXOJIUMO
HanpaBuTh mnanueHnta. [locne BbIOOpa CHENMAIBHOCTH Bpada U MEIUIIMHCKOTO
yupexkJIeHus: TmnosBisieTca KHomka «l[loamucarhy», NOpW  HaKaTUM Ha KOTOPYIO
aBTOMAaTHYECKU (POpMUpYETCS HAMPABICHUE K CIEIUATUCTY TPETHETO YPOBHSI.

B ciyyae sBkM Ha mpueM KO Bpady BTOPOTO YpOBHs (aJIEprosory) malueHTta
C OATBEPKJACHHBIM AuarHo3oM BA 0e3 HampaBieHus, BBIJAHHOTO BPauOM-IIEIUATPOM
B EMUAC, mpu BbIOOpE OJIHOrO U3 MOATBEPKIEHHBIX nuarHo3oB: J45.0, J45.8
aBTOMATHYECKU (OPMUPYETCS JUAJOTOBOE OKHO C BOIMPOCHUKOM, COJIEpHKAIUM
TPU AUXOTOMUYECKUX BOMPOCA, aHAJIOTUYHOE IO COJIEPKAHUIO U BUIY ¢ UHTepdeiicom
neauaTpa Ha JaHHOM dTare.

Hanee cucteMoi aHaTU3UPYIOTCS OTBETHI, U, B CIydae HaIU4YUs KOHTPOJs BA,
aJIeproJior MPOJAOKAET MpPUEM, IMPU HEOOXOJAUMOCTH KOPPEKTHUPYeT Oa3uCHYIO
Tepanuio. B ciaydae oTCyTCTBUSI KOHTPOJsE POPMHUPYETCS IJIEKTPOHHOE HAIpaBIICHHE
HA TPETUU YPOBEHb.

JanpHeliliue JeWCTBUS Bpada-ajuieprojiora aHaJOTHYHBI C TEMH, KOTOpPBIE
MPOU3BOJISTCS HA JAaHHOM Illare B paMKax NpueMa MalueHTa, SIBUBIIETOCS Ha MPUEM
K aJIJIEPTOJIOTY C BBIJJAHHBIM 3JIEKTPOHHBIM HAMPABICHUEM OT NEUaTpa.

VYHukanbHOCTh U 3G ()EKTUBHOCTH pa3pabOTaHHOTO HAMU aaropuTMa OECIIOBHOU
MapuIpyTH3aluy JI0Ka3aHa TMPOBEICHHBIM MOHUTOPUHIOM BpPEMEHH, 3aTPaye€HHOIO
MeMaTpoM U ajuieproyioromM Ha (GOpPMUPOBAHUE BJIEKTPOHHOrO HampasieHus B MUC
(na mpumepe EMUAC — pazgenst 4.5 u 5.1). DpHEKTUBHOCTH €I1I€ U COCTOUT B TOM, YTO
COXpAaHEHHE  JIaHHBIX, BHECEHHBIX B  JJICKTPOHHYIO  MEIUIMHCKYIO  KapTy
BpauyOM-aJJIEproioroM B TIPOIIECCE 3aloJIHEHUSI MPOTOKOJa IMpueMa TMalHueHTa,
MPOUCXOJIUT TOCJIE BBHIOOpa JajdbHEWIEro MapiipyTa jedeHus naunuenta. [Ipu stom
3aKpBITh UHGHOPMAIMOHHOE AHAIOTOBOE OKHO C PE3yJIbTaTOM 00 OTCYTCTBHUU KOHTPOJIS
BA, coxpaHuTh HaHHBIE, BHECEHHBIE B MPOTOKOJ, W 3aKOHUUTh npueM B EMUAC
Bpauy-aJIeprojiory HEBO3MOXKHO 0€3 BhIOOpa OJHOTO M3 BapUAHTOB KOPPEKIUU
Teparuu.

Tak ke, Kak ¥ B paMKax IpHeMa Bpada MEPBOrO0 YpPOBHs, MPHU pealu3aluu

aNrOpUTMa, pecTaBiIeHHoro Ha Pucynke 38, pezynpraTom npuema B EMUAC saBnsercs
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HE MPOCTO 3aMOJHEHHOE HAITPABJIIEHUE HA TPETUH YPOBEHb CUCTEMBI 3/IpaBOOXPAHEHUS,
HO U (aktuueckoe ompeaeneHue CUCTEMOW C HMCHOJIB30BAHUEM HMHTEIUICKTYaIbHOM
CIIIIBP Heo6Xx0auMOoCTU KOPPEKIIUU TEPATUU.

Busyanuzamnusi OeclIOBHOW aBTOMATHYECKOM MapHIpyTHU3alMd MAI[U€HTOB
C MMOATBEPKACHHBIM AUAarHo30M BA ¢ mepBoro Ha BTOpPOU WA TPETUH YPOBHU, a TAKKE
CO BTOPOrO Ha TPETUH YPOBEHb CHUCTEMBI 3JIPABOOXPAHEHUS NPEIACTABIIEHA
Ha Pucynke 39.

Takum oOpa3om, pa3pa0OTaHHBI HaMU aJIrOPUTM MO3BOJUT C(HOPMUPOBATH
B EMUAC OeciioBHBIN Mpolecc MapuipyTH3alMU MalMeHTa € MOJTBEPKICHHBIM
IMarHo3oM bA ¢ mepBOro Ha TpPETUH YPOBEHb CHUCTEMBI 34PAaBOOXPAHCHUS, YUUTHIBAS
MPA 3TOM IMOJIOKEHHS KIMHUYECKHX PEKOMEHIAUWil U pykoBoacTBa «HamumoHanbHas
nporpamma «bponxuanpHas actMa y getedd. CTpaTerusi JieueHUs U OpOPUIaAKTUKAY,
a TaKX€ MHJIEKC PUCKA Pa3BUTHUA ACTMBI JUISl IETE€W paHHETO BO3PAacTa U MOJIPOCTKOB.

JlaHHBIN TOAX0 3HAYNUTENBHO CHUZUT CIEAYIOIIUE PUCKU:
o HECBOEBPEMEHHAS! KOPPEKIIUS TEPAIINH;
o TOCIUTAIN3AIMS B CTAIMOHAP C OOOCTPEHUEM, B T. Y. OTACICHUE PeaHUMAIINU U
VHTEHCUBHOU TEPAIINU;
o puck MoauduKauuK TeYeHUs 3a00JE€BaHUSI BEPOATHOCTHIO COOTBETCTBUS
kputrepusim GOLD B nanbpHeifiieMm, 4TO, HECOMHEHHO, MOJOXHUTEIBHBIM 00pa3oM
CKQ)KETCsl Ha CTpaTeruu pa3BUTHUSI MEIUIIMHBI B 00JIACTH JIeUeHUsI U KOHTpoJst BA.

WUnroctpanielt  AMHAMUKK — KIMHUYECKUX MPOSIBICHUM MYJIbTUMOPOUHOTO
aTonuyeckoro (eHOTUIA MPU UHIUBHUAYAJTbHOM IMOJXO0JE€ K OKa3aHUI0 MEIMIIUHCKOU
MOMOIIM ¥ 00JIE3Hb-MOJUPUIMPYIOLEe BIUSAHUE TAPTreTHOM T€HHO-UHXKEHEPHOU
Tepanuu y peOeHka ¢ BA Tskenoro nepcucTUpYIONer0o HEKOHTPOIUPYEMOTO TEUEHUS
Bcouetannn ¢ XK B peanbHOW NPaKTUKE SBISETCS KIMHUYECKAN TPUMED,

MPEJICTABICHHBIN B paszaene 5.2.3.
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Pucynoxk 39 — O0muii anroputM 0€CcIIOBHOTO IpoLEecca MaplIpyTU3aLUY MTAlIUEHTa ¢ TOATBEPKAECHHBIM TUarHo3oM bA
C IIEPBOTO HA TPETUH YPOBEHb CUCTEMBI 3PABOOXPAHECHHUS
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5.2.3. Kiiunnveckuii npumep 3

JleBouka B., 7 ner.

KanoO6sl HAa MOMEHT OCMOTpa MpHU MEPBUYHOM OOpaIeHUU HA CYXOW Kalllelb,
MEPUOANYECKH MPUCTYIIOOOPA3HOTO XapaKTepa, SMU30Abl CBUCTSIIETO 3aTPyIHEHHOTO
JbIXaHUs, IEPUOIMYECKYIO 3aJI0KEHHOCTh HOCA, €KEHEBHBIE YPTUKAPHBIC BBICHIITAHUS
Ha KOK€ Ha MPOTSHKEHUH 00Jiee, 4eM 6 He/lelb.

Anamue3 xu3HU: [leBouka OT (DU3MONOTUYECKU NPOTEKaBIIEH OEpEeMEHHOCTH,
OT 2 CaMOCTOATEIBHBIX pOJIOB B Cpok. Bec mpu poxaennu 3140 r, poct 49 cwm.
[IcuxomoTOopHOE pa3BUTHE MO BO3pacTty. ['pyaHoe BckapmiuBaHue A0 | rona.
[IpodunakTuyeckrie NPUBKMBKU TPOBEACHBI [0 HAIMOHAIBHOMY KajeHJapio, 0e3
MaToJIOTHYECKUX peakiui. Jletckue wuHbeknun: BeTpsHas ocma (sHBapb 2019 1.).
[lepenecennnie 3abonieBanus: OPBU, tpaxeutr, oOCTpYKTUBHBIA OPOHXUT, HEBPUT
nuueBoro Hepa (MapT 2019 r.). HacneacTBeHHOCTb: y Mambl XOJOAOBasi aJlieprus,
y TETH 10 JIMHUU MaTtepu BA, y 6a0y1IKku 1Mo JIMHUY MaTepu AEPMATUT; Y OTLIA MOJUIMHO3,
y 06a0yIIKK 10 IMHUU OTILA — MOJUTUHO3.

AnneproaHamMHes: KpaluBHUILIA, B IETHUM Niepuo 1 nposiBieHus: AP (1ioib, aBrycr),
MeJIMKaMEHTO3Hasl HEMEPEHOCUMOCTh Ha Oeporyas (BbIChIIaHUS Ha KoXke). JloMa Kolika,
KypSILIUX B KBAPTUPE HET, AEBOYKA CIIUT HA CHHTETUYECKOM MOIyIIKE.

AnamHe3 0oJyie3HU: JieBOYKa B 3 Mecsla BIEpBble NepeHecaa OO0CTPYKTUBHBIN
OpouxuT (crarmmoHapHoe Jjeudenwe). C HosOps 2017 r. TOYTH EXKEMECSUYHBIC
o0ctpykTuBHbIe OpoHXUTHL. C anpens 2018 r. HabnrogaeTcs y MyJIbMOHOJIOTA [0 MECTY
KUTEIbCTBA W TMOJydasia Tepanuto: myJbMUKOpPT S00 MKr/cyTku yepe3 HeOymnanzep
Ha (poHe MposBICHUN OPOHXOOOCTPYKIIUH.

Bnepsoeie B ctanuonape B HosiOpe 2018 r. nmeBouke ObLT BBICTABIIEH JUArHO3:
bponxuanpHasi acTtMa, ajiepruyeckasi, CpeAHEH CTENeHU TSKECTH, OOOCTpEHHE.
AJneprudeckuii pHHOCUHYCHUT, UHTEPMUTTHUPYIOIIETO TeueHusi, o0ocTpenue. B kauectse
0a3uCHOM  Tepanmuy  HA3HAYEHbl HUHTASIOUMU  IyJabMUKOpT 500  MKr/CyTKH,

C MOJIOXKUTENbHBIM 3(PPEKTOM (CO CITOB MaMbl, KallleJib MOJHOCTHIO KYITUPOBAJICS).
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Opnnako, ¢ depans 2018 r. u mo mapt 2020 r. acTMa HE KOHTPOJUPYETCH,
oboctpenuss Ha ¢oune kaxgoro OPU. B suBape 2020 r. pebenky odopmieHa
MHBaANMUAHOCTL MO0 BA mo wmecty »xutenbctBa. [lpousBeneHa koppekuus Oa3uCHOM
Tepanuu: UHransuu myabMukopta 1000 MKr/CyTku + aTpOBEHT, CHUHTYJISp, JAHHYIO
Tepanuio noyyana a0 uroHsa 2020 r., ¢ nonoxuTeabHbIM 3¢ PexkToM. B okTaOpe-Hos0pe
2020 r. mpu MOMBITKE CHU3UTH 03y NMYJIBMHUKOPTA WJIU MOMBITKE MEPEX01a HA IPYTYIO
dbopmy HocTaBKH (JO3UPOBOUYHBIN a3PO30JIbHBIN MHTAISATOP + crieiicep) BO30OHOBIEHUE
MOJKAIITUBAHUSL.

JBaxnbl B 2021 r. (B KOHIIE STHBapsi, Hayajie anpeis), 1Baxbl B 2022 r. neBoyka
nepeHecna TshKeynble 000CTpEHUs C MPUMEHEHUEM CUCTEMHBIX CTEpOUJIOB 15 mr/cyt
B TeueHue S5—7 naHei. JloOapieHue >ypuiuiMHA U yBEIWYEHUE 03Bl MyJIBMUKOPTA
10 1500-2000 MKr/cyT B CBSI3M C YCHUJIEHHEM KallUlsl WIH TOSBICHUEM CBHUCTSIIETO
IbIXaHUs B cpenHeM Tpedyetcst 1 pa3 1,5 mecdima. B HacTosiiee Bpemsi TeUeHUE aCTMBI
HECTaOUJIbHOE: TPOSIBJICHUS AacTMbl (JHEBHbIE M HOYHBIE CUMIITOMBI TMPAKTUYECKU
€XKEeHEBHO), MOTPEOHOCTh B 0€Ta-2 arOHUCTaxX KOPOTKOIo AeicTBUs 4—6 pa3 B HEJETIO.
[Tocneqnue yeThipe Mecsina (¢ anpens no ceHTsOpb 2023 1.) oTMEUaroTCsl YpTUKApPHBIE
BBICHITIAHUSI, TMPOTEKAIOT BOJHOOOPA3HO, KYMHUPYIOTCS TOCJHE BHYTPHUMBIIIEYHOTO
BBEJCHUS NPEAHU30J0HA + cympactuHa OT 5 1m0 7 aHei. JlaGopatopHo 1Mo MecTy
xutenbcTBa oT 17.08.2023 r.: ypoBenb obmiero IgE 407 ME/mn (Hopma 1o 90 ME/mo).

OOBEeKTUBHO: cocTosiHME cpenHent Tsokectu. t = 35,7° C. Pebenka OGecriokouT
HEMPOAYKTUBHBIM Kamienb. Yactora npixanus — 20-21/MuH, 4YacToTa CepaeyHBIX
cokpamenuii (UCC) — 82 ya/mun. KokHble TOKpPOBBI OJ€JHO-PO30BBIE, CYyXHE,
nepuopoOUTaIbHBIE TEHH, TMEepUOpalIbHbIN I1MaH03. KaTapaJbHBIX SIBJICHUI HET.
[lepkyTOpHBII 3BYK ¢ KOPOOOYHBIM OTTEHKOM, IPaHUIIbI JIETKUX B Mpejenax HOPMBI.
JIpIXxaHue *ecTKoe, MPOBOAUTCS BO BCE OT/EIbI, HaJl 0OOMMHU MOJISIMU BBICITYLIUBAOTCS
CyXH€ CBHUCTAILIME XPUIIBL. ['paHUIBl cepaua B mpenesiax BO3PACTHOU HOPMBI. TOHBI
3BY4YHbIEC, JbIXaTeIbHas Ja0MIBLHOCTh CEPJICYHOTO PUTMA, aKIIEHT 2 TOHA HaJl JIETOYHOU
apTepuei. JKUBOT MATKUM, U Manbhanuu 0€30071e3HEHHBIN BO BeexX oTAenax. [leueHp
HE BBICTyNaeT u3-1moJ pedbepHoro kpas. CenezeHka He najapnupyerca. Gu3noiornyeckue

OTIIPpAaBJICHHA B HOPMC.
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[IpenBaputenbubiii  nquarno3: J45.0 bponxuanpHas acTMma, ajieprudeckas,
TsoKkenaoro  TedeHus, oOoctpenuwe. ComyrterByrommii:  J30.3  Amneprudeckuid
PUHOCUHYCHUT, TMEPCUCTUPYIOIIETO TeueHus, obocTpeHue. [uneptpodusi HeOHBIX
MUHAAIHH 2 creneHd. ConyrerByromuii: L50.1 Xporudeckas KpanmnBHULA.

O6cnenoBana: oomuit IgE 435 ME/Mn (Hopma 1o 90 ME/mn). Cnenuduueckuii
IgE 2023 — cencubunuzanus K Kienam, JoMalrHen MbUTd, KOIIKe, MOJIOKY .

OOmuii aHaM3 KPOBH, aHAIW3 MOYM KIMHUYECKHUU, OMOXMMHUYECKHI aHaIu3
KPOBH — B IpeJiesiax BO3PACTHOU HOPMBI.

Kommnbiotepnass toMorpadus OJHOM aHAaTOMHUYECKOW oOmactu y nereit (6e3
KoHTpacTupoBanusi) oT 25.08.2023: npocroBepubix KT-manHeix 3a Hanuuue
MaTOJOTUYECKUX OYarOBbIX M UH(WIBTPATUBHBIX HU3MEHEHUW B JIETKUX, U3MEHEHUS
CTPYKTYPBI U pa3MepoM JUM(PATUUECKUX Y3JI0B CPEIOCTEHHS HE TTOIYUYEHO.

Cnuporpamma ot 20.08.2023 r.: 06bem (hopcupoBaHHOTO BbIOXa 3a 1 CeKyHIy
(O®B1) 76-90% (+14%); dbopcupoBanHas Ku3HeHHass eMKOCTb Jerkux (DXEJI) — 72—
84% (+12%); mnmkxoBas oOwvemHas ckopocTh Bbioxa (IIOC) 67-73% (+9%);
dhopcupoBaHHbBIN dKcUpaTOpHBIN MOTOK Mpu 50% ob6vema (MOCsp) 63-92% (+46%).
Hapymenus OpoHXHadbHON MPOXOJUMOCTU MO OOCTpyKTUBHOMY THIy. I[Ipoba c
canpOoyTamosioM 200 MKT nosioxkuTenbHast — npupoct no OB 14%.

VY neBouku OblIa TOATBEP)KJACHA BBICOKAs MPUBEPKEHHOCTh HA3HAUYCHHOU
Tepanuu, TMPOU3BEACHA  OIIEHKAa TEXHUKU  HMHTAISIUU C  HUCHOJb30BAHUEM
TPEHUPOBOYHOTO HeOynal3epa W MpPOAHATU3UPOBAHBI JHEBHUKU CaMOKOHTPOJIS.
Onnako, HECMOTpsST Ha pEryjsipHO€ MPUMEHEHHWE TpenapaToB  CTaHAAPTHOU
MPOTUBOBOCHAIUTENILHOW Tepanuu, y pedeHka 3aUKCHPOBAHO OTCYTCTBHE KOHTPOJIS
HaJl OOJEe3HbI0, MOABEPXKIACH AMArHo3: bpoHxuanbHas acTMa, aTonmuyeckas Qopma,
TSDKEJIOE  MEepPCUCTHUPYIONIee  TEYEHUE,  HEKOHTpoJupyemas.  AJUIeprudyecKuii
PUHOCUHYCHUT, TMEPCUCTUPYIONIETO TeueHus, obocTpeHue. [‘mneptpodusi HEOHBIX
MUHJIIUH 2 ctenieHd. L50.1 XpoHuyeckas KpaluBHUIIA.

[1o *KU3HEHHBIM MTOKA3aHUSIM B COOTBETCTBUU C KIMHUYECKUMHU PEKOMEHIAlUsIMU
no JeyeHutro BA, yuuteiBags Qopmy U TeueHue 3abosieBaHuA  (TSKEIOE,

HEKOHTPOJUPYEMOE TEUEHHUE), BBICOKUUA YpOBEeHb o0miero u cnenuduueckux IgE,
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B JI00aBJIE€HUE K CTaHAApPTHON Oa3MCHOW Tepanuu acTMbl U KOMOPOUJIHOW MATOJOTUH
pEIIeHO HavyaThb MMMYHOOMOJIOTMYECKYIO Tepanuio omaindymadbom B nposze 300 wmr/
28 nuen. Havana nnanoBoe nomyyenue npenapara ¢ 21.08.2023.
PebGenok nomydaer omanuzymad B 1o3e 300 Mr kaxable 4 Heleau MO HACTOsILIEee
BpeMsa. JluHamMuka TposiBIEHUS — YpoBHS  KOHTpoias bBA, mnorpeOHOCTH

B OeTa-2-aroHucTax npejcraBieHsl Ha Pucynke 40.

JIIATEJIbHOCTH TEPANTMHA OMAJTU3YMAOOM
30

" //

is /

10

.\o

hite} 16 Hen 3 mec 6 mec 1 roxg 1,5 rona

=0—["ocrimranuzanus/morpednocts B cucteMHbIX KI'C
Motpednocts B KJIBA (pa3 B 1 mec)
=0==ACT-tTect

Pucynok 40 — JIuHaMuKka COCTOSIHUS — ypOBHS KOHTpoJist Hag bA, moTpedHOCTH
B KOPOTKOJIEUCTBYIOIIUX $2-arOHUCTaX U FOCOUTAIN3AMAX Ha (OHE TapTeTHOM
Tepanuu

Cnuporpamma ot 21.12.2023 r.: Hopma. Ilocne canbOyramona — 6€3 TUHAMUKH.
Tect orpuniatenbubii. FEV1 110-108% (-2 %); FVC — 105-100% (-5%), PEF 92—-86%
(-6%); FEF50 97-108% (+11%)).

Ha ¢done Tepanuu y pebeHka oTMeUeHa BBIpaKEHHAsS TOJIOKUTEIbHASI TUHAMUKA
yxe yepe3 4 Mecsila Tepanun: TeYeHUE aCTMbl KOHTPOJIUPYEMOE, KOTUYECTBO AMHU30/10B
3aTPYJHEHHOTO [IbIXaHUsl 3HAYUTENIbHO CHHU3UJIOCh, HOYHBIX MPOOYXKIECHUN H3-3a
CUMIITOMOB aCTMbI HET, MOTPEOHOCTH B O€Ta-2 aroHUCTax — OJHOKpATHO 3a 16 Henenb
(Ha ¢poHE TOCTOSIHHO MPOBOAMMON Oa3MCHOM Tepanmuu W BBEACHUS OMaau3ymada).

KoxxHble mposiBIIEHUsI KyUPOBAHbI, MPOSBICHUN KpalnuBHUIBI HET. Uepe3 6 Mmecsies
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OT HayaJla TapreTHOW Tepanmuu oMaIn3yMadoM yJajoch NMEPEeBECTU peOCHKA Ha JPYTYIO
dbopmy noctaBku OyaecoHuaa (myiabMUkoptT TypOyxanep 200 MKr/cyT). 3a mpoliieamui
nepuoj, OT Hayajga TapreTHOM Tepanuu y pebeHKa HE OTMedalioch 00O0CTpEHHH,
noTpedoBaBIIMX rocnuTanu3auuu u/uinn npumenenus cucteMubix ['KC (Pucynok 40).

[IposiBaeHU KpamuMBHUIIBI HE OTMedaloch. HexemaTenabHBIX SBICHHN (Kak
MECTHOTO, TaK M CHUCTEMHOI'O XapaKTepa), CBA3aHHBIX C NMPUMEHEHUEM OMalu3ymada,
HE 0TMEYaJoCh.

3akioueHUe: JaHHBIM KIMHUYECKUHN ciiydall JAeMOHCTpupyeT 3()PEeKTHBHOCTH
MapuIpyTu3anuu peOeHKa — HalpaBJieH Ha TPETUN YPOBEHb CUCTEMBI 3PABOOXPAHEHHUS.
CornacHO OCHOBHBIM MPOTPAMMHBIM JIOKYMEHTaM (KJIMHUYECKUE PEKOMEH1allnK 1o bA,
pekomenaanuu Global initiative for asthma (GINA)), 6bu1 onpenenen genotun BA,
y4T€HAa MYJIbTUMOPOUTHOCTh M  OCYILIECTBJIEH MEePCOHU(DUIIMPOBAHHBIA  BBIOOD
OMOJIOTMYECKOr0 TMpernapara Jjs Je4eHUs: OOJIbHBIX C TSKEIbIM, HEKOHTPOJIUPYEMbIM
teueHueM BA B coueranuu c kpanuBHuilel. Ha ¢one HazHaueHHOU Tepanuu yaanoch
JIOCTUYh KOHTpoJiEs BA W cTaOuiam3upoBaTh KOXKHBIM MpPOLECC, YTO MOJITBEPKIAET
00JIe3Hb-MOAU(DUIIPYIOIIEE BIUSHUE ITAHHOW Tepanmuu HE TOJIbKO Ha BA, HO u
Ha KOMOPOUJHYIO  aJUIEPTMUYECKyl0 TMAaTOJOTHI0, TakuM 0oO0pa3oM, MOJHOCTHIO
MOIUGMUIIUPYST MYJIbTUMOPOUIHBIN aTonuueckuid (EHOTUIl Yy MalMeHTa JAETCKOro

BO3pacra.
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TJIABA 6. JTUATHOCTHUKA U BEJIEHUE JETEA C ATOONMYECKUM

JTEPMATHTOM U XPOHUYECKOW KPAIIUBHUIIEN
HA AMBYJATOPHOM ATAIIE C UCITIOJIb30BAHUEM COBPEMEHHBIX
WHO®OPMAIIMOHHBIX TEXHOJIOI'MI

6.1. I/IHTeJIJIeKTyaJIbHaH OﬁpﬂﬁOTKa KINHAYCCKUX JAaHHBIX B JTHAIHOCTHUKE U
Bepmbmcauml ANarmo3a aToONUYeCKHM ACPpMaATUAT y IIeTeﬁ B IICPBUYHOM

NEINATPUIECCKOM 3BCHE

B Hactosimee BpeMst quarHoctuka AT/l y AeTeld mMpOUCXOAUT B paMKax MpHeMa
neauaTpa, KOTOphId, B Ciiydyae HEOOXOJUMOCTH HAIIPABIISAET MallMeHTa Ha KOHCYJIbTAIUIO
K TpOPUIBHOMY CHEHHAINCTY — aJJIEProjiory Ha BTOPOM YpOBEHb CHUCTEMBI
3apaBoxpaHeHus. IIpomecc ocCymiecTBieHus NOpueMa JAeTed C MNOTEHUHATbHBIM
nuarHo3oM AT/l opraHn3oBaH Ha CETOHSIIHUN JIEHb CIEIYIOMHNM 00pa30M.

[TennaTp Ha npuemMe BBICTABIISIET TPEABAPUTENbHBIN 1uarao3 At/l.

Kaxk u B ciiyuae ¢ bA, nponecc Bepudukaruu guarsosa At/ Tpedyet koppekiuu.

J71st mepBUYHOM JTUATHOCTUKH W/WIIA TOATBEPKACHUS OKOHYATEIBHOTO JAHarHo3a
At]l Ha npueme y Bpaua-neauatpa (1 ypoBenb) mpennaraercs BHeApuTh B EMUAC
JOTIOJIHUTEINIbHBIA pa3jiell, MO3BOISIONINM aBTOMAaTU3UPOBATH Mpolecc GOpMUPOBAHUS
HarpaBJIeHUs! peOeHKa K TPOPUILHOMY crieluaiucTy. Bo BpeMs 3amoiHeHus mpoToKoJia
OCMOTpA Ha MpHUEMe y Meauarpa Mmocjie BhIOOpa UarHo3a ¢ ONpeAesIeHHBbIM mudpoM
no MKb-10: L[20.9, L20.8 — aBTOMaru4eckd OTKPHIBACTCS JHAJIOTOBOE OKHO
C BOIIPOCHUKOM, COJICPKAIIUM CIEAYIOIMNE AUXOTOMUYECKHUE BOMPOCHI MO HO30JIOTUU

AT/L:

1. OTtsromieHHas HAclEACTBEHHOCTh IO AaTOMUYECKUM 3a0osieBaHUsAM? (BBIOOD
Ta/HeT).
2. Hanuuyue comyTCTBYIOIIMX aTONMUYecKux 3abosieBaHuil — BA, amneprudeckoro

PUHOKOHBIOKTHUBHTA, MTUIIEBOM ayiepruu’? (BeIOOP Ja/HET).
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3. Ecte nu cnenuduueckue BHEIIHUE MPOSIBICHUS HAa KOXKE€ (BBICHIIAHUS B BUJIE
APUTEMBI, TAaIyjl; WEeIylIeHne, WHQWIbTpaus, JuXeHUu(UKALMsa, SKCKOpPUALUU HU
TpeuuHbl)? (BRIOOp Aa/HET).
4. Hanuuue 3yna? (Bb100p 1a/HET).

Bpau-neguatp 3anonuaser B EMMAC BOnpOCHUK, OCHOBBIBAsCh HA PE3YJIbTAaTax
aHaMHe3a, OIIPOca U OCMOTpA IALMEHTA.

Ha crnepgyromem 1mare, mociae BHECEHHMS MNEAUATPOM B COOTBETCTBYIOLIYIO
ANEKTPOHHYI0  (opMy OTBETOB Ha  BblIIE€yKa3aHHble Bompockl, CucreMoi
C UCIIOJIb30BAHUEM MEXAHHU3MOB HWHTEIJIEKTYaJbHOW TMOMOIIM MPUHSTUS BpauyeOHBIX
pelIeHni OCyeCTBISIETCS 00pabOoTKa JaHHBIX, IO PE3yIbTaTaM KOTOPOU MPUHUMAETCS
peneHne, MOATBEPKAAONIES WIM ONPOBEPraroulee NpeaBapUTENbHbIM quarHo3 AT/l
Takum o6pazom, EMHUAC no nipeyiaraeMmomy aaropuTMy caMOCTOSITETbHO CHOPMUPYET
HAaNpaBJICHUE HA BTOPOM YPOBEHb CUCTEMBI 3/IpAaBOOXPAHEHUS ISl IOATBEPKIACHUS UITH
ONPOBEPKEHUS JUATHO3A.

Ha Pucynke 41 npencraBieH alropuT™ NPUHATHS BpauyeOHOTO PEIICHUSI.

Ecnn B BonpocHuke MeHee nByX OoTBeTOB «IA», B EMHUAC ¢ ucnons3oBanueM
CIIIIBP dopmupyercsi COOTBETCTBYIONIUNA pPe3yabTaT 00 OTCYTCTBUU HEOOXOIUMOCTHU
HaIlpaBJIeHUs MallMEeHTa Ha CIEAYIOIUN YPOBEHD (K Bpauy-auIeprojory/aepMaroiory).
JlaHHBIN pe3ynbTaT BBHIBOJUTCS Ha JKpaH B HHQPOPMAIMOHHOM JUAJIOTOBOM OKHE,
KOTOPOE 3aKPbIBACTCS ITPU MMOMOILIH KHOMIKUA «3aKPBIThY.

[Ipu xonuuectBe OTBeTOB «JIA» nBa M Oojee aBTOMaTHyecKu (opMupyercs
ANIEKTPOHHOE  HANpaBJICHHE TMalMeHTa Ha  Ccleayromuid  (BTOpoH)  ypOBEHb
(x Bpady-ajuieproyiory) sl MOATBEPKIACHUS WIM OMPOBEPKEHUS TUArHO3a, KOTOPOE
BBIBOJIUTCS HA SKpaH Bpaya-nieuaTpa B BUje CPOPMUPOBAHHOTO HAPABICHUS U UMEET
KJIMKabeapHy10 KHONKY «[loamucatey.

[Tocme mnoanucanus 3yeKTpoHHOro HampasieHus B EMMAC npoucxomut
aBTOMaTHYecKas OECIIOBHAs MaplpyTHU3alus [anueHTa Ha BTOPOMl YpPOBEHB
K QJJIEPTOJIOTy, IIOCJIE 4Yero Bpay-NeauaTp NPOJOJHKAET BECTH INPHEM NALUEHTA U

3aIIOJIHATH IIPOTOKOJI OCMOTpPA B SHGKTpOHHOﬁ MCI[HHHHCKOﬁ KapTe.
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BOMPOCHI OTBETbI

1. OrtaromeHHas HaCIEACTBEHHOCTh IO ATOIHYECKHM - 5 . . e . . e = e
3a00IeBaHISAM A A A A A A A

2. Hannuie COIMYTCTBYIONIMX AaTOMIYECKHX 3a0ONEeBaHIMI —

OpOHXHATBHOI aCTMBI, aJIEPrHYECKOT0 PHHOKOHBIOKTHBHTA, | /Aa ha hna | HeT | pa 0a | HEeT  HeT HeT pJa | HeT | HeT | HeTr
TIHINEBOI aJIePrIH

3. Ectp I crenuQuueckne BHEIIHNE MPOSBICHIS Ha KOKE

(BBICHIIAaHUS B BHAE OPHTEMBI, Iamyl; NICIyIIeHHe, | A3 Aa HeT | Aa Aa HeT | HeT aa HeT | HeT | Ada HEeT | HeT
HHOIIBTPALIS, THXeHI(HKAIIIS, SKCKOPHALIIH U TPEIIITHE)

4. Hamnaue 3yza Aa HeT Aa Aa Aa HET Aa Aa HeT HEeT HEeT Aa HEeT

y

AsToMmaTtm4eckoe GopMmupoBaHue
Hanpas/eHMsa Ha BTOPOW YpOBEHb

lMoanucatb
HanpasieHue

3aBep-
weHne
npuema

HanpaBsneHue Ha BTOpoO ypoBEHb
He dopmupyetca

Pucynok 41 — Anroputm npuHATHSA BpauyeOHOTO pelIeHus A MOATBEPKICHUS/ONPOBEPKEHHSI IPEIBAPUETIHHOTO

nuartos3a At/
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Takoke, Kak 1 B ciiyyae ¢ Bepudukanueit BA, naHHbI anropuT™M XapakTepU3yeTcs
HEBO3MOXKHOCTHIO 3aBepiiuTh npueM B EMUAC u BbIiTH W3 KapThl manueHTta 0e3
MOANUCaHUS TeAUATPOM CHOPMUPOBAHHOTO JIEKTPOHHOTO HAIIPABIEHUS.

[Ipu sBKE Ha KOHCYJBTAIMIO K aJUIEProOJOTy IMAIMEHTAa C MpeIBapUTEIbHBIM
nuarHo3oM AT/[ B pamkax BBIIAHHOTO MEAMATPOM 3JIEKTPOHHOTO HAIpPaBIICHUS IPHU
OTKPBITUHU 3JIEKTPOHHOTO MPOTOKOJa MpueMa B uMHTepdelice aieprojiora BCILIBIBAET
MH(QOpPMAIIMOHHOE JUAJOTOBOE€ OKHO C JaHHBIMHU BONPOCHHKA, 3arOJHEHHBIMU
MeMaTpoM, U €ro pe3yjbTaTamu, a Tak:Ke KHOMKOU «BepuduuupoBarh 1UarHo3y.

Takum o6pasom, npemiaraemas Hamu K BHeapennio B EMUAC CIITIBP no3onut
HE TOJBKO COKPAaTUTh BPEMEHHBIC 3aTpaThl MEAMATpa HA 3aMOJHEHUE MEIUIMHCKOU
nokyMmeHTanuu B CHCTEME, HO U CHU3UTh PUCK IMOMAJAaHus B JATCHTHYIO 30HY NAllMEHTA
C TOTEHLHUAJIbHBIM OHAarHo3oM AT/l, 4TO, HECOMHEHHO, CKaXX€TCS MOJOKHUTEIBHO

Ha CpOKaxX BBISIBIICHUA 3a00JIeBaHKS ¥ Ha3HAUCHUS COOTBCTCTBYIOIHCﬁ TCpaInu.

6.2. Moaeab ycoBepIIEeHCTBOBAHNSI MeIUIIMHCKONH MH(OPMAIIMOHHOMH CHCTEMBbI
JJIS1 MOHUTOPHUHIA CTENEHH TS2KEeCTH U KOHTPOJISI ATONMUYECKOr0 1epMATUTA

y Aerei

YyuThiBasg Ba)XXHOCTh OECIIOBHOW MapuIpyTH3allud TNaldeHTa sl paHHeu
JMAarHOCTUKH 3a00JI€BaHUH, MpeIaracMoe HaMu HIKE IU(POBOE pElIeHUE MO3BOJIUT
HE TOJIbKO aBToMaTudecku (mocpeactsBom MUC) HampaBisitb € OJIHOTO YPOBHS
Ha JIpyroil manueHta ¢ At/l, HO U ONpenensaTh CTENEHb TSHKECTH U YPOBEHb KOHTPOJIA
3a00J1eBaHUs.

HecoMHeHHO, CyIIECTBYIOLIME aNTOPUTMBI TPEOYIOT KOPPEKTUPOBKH IS
MOBbIIEHUS 3P(HEKTUBHOCTH OKa3aHUSI MEIUIIMHCKON MTOMOIIHU U nanenTam ¢ AT/l.

Jng  pemeHus [AaHHOrNO BOIPOCA HAMHU I[IE€PBOHAYAIBHO PAacCcMaTpUBalach
BO3MOXXHOCTh BHeAapeHuss B EMMAC mpocToro, BamuIHOTO H JIETKO ITOHSATHOTO
MHCTpyMeHTa U3 7 BonpocosB — POEM.

POEM wu3HauanpHO ObUT pa3paOoTaH i yCTpPaHEHUsS pPa3HOIIaCUU MEXIY

3aKIIIOYCHUCM Bpada O TAKCCTH 3a00JIeBaHUs | CUMIITOMAaMU, COO6I_HaeMI)IMI/I
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CO CTOPOHBI MarueHTa B uccinegoBanusax [294]. llkana tsoxectun AtJl POEM ocHoBana
Ha OIICHKE MallMeHTaMH CBOMX OLIYIIEHUM, CBsi3aHHbIX ¢ cumnToMamu AT/l [lonxoaut
JUISL UCTOJIb30BaHUSI B aMOyJIaTOpPHOW WpaKTUKE, AayJIuTe, SMUIAEMUOIOTUYECKUX
HCCIICIOBAHUAX U KIMHUYeCcKuX ucnbiTanusX. [llkana POEM Oblna pekoMeHmoBaHa Jjis
HCIIOJIb30BaHUs B KIIMHUYECKUX PYKOBOJCTBAX, BKIIIOYAsl T€, KOTOPhIC ObLIU BHIMTYIICHBI
NICE. POEM pexomenaoBan nanimatuBoii HOME B kauecTBe OCHOBHOTO HHCTPYMEHTA
IUTst U3MepeHust cuMnToMoB AT/, cooOlaeMbIx NaleHTaMu.

Cuctema aBTOMAaTHYECKH MOJCUUTHIBAET KOJMYECTBO OajlOB M BBICTABISET
creneHb TsoKkecTu ATl 0-2 Gamra — YUCTHIN WIIM MMOYTH YMCTBIM; 3—7 OallJioB — JieTKas
cTerneHb; 8—16 0aIoB — cpeaHss CTENeHb TshKecTH; 1724 6aioB — TsoKenas CTEICHb;
25-28 6aninoB — o4eHb TshKenas creneHb AT/I.

CornacHO MPOBEAECHHBIM pacueTaM B paMKaxX PYTMHHOTO IpUEMa aJuieprosiora,
ompenereHne creneHu TsokecTu no mkaine POEM 3aHuMaeT B cpellHEM HE MEHeEe
3 MUHYT, B CBSI3M C 4YeM Ipejyiaraercsi ajibTepHATUBHBIN, OoJiee MPOCTON BapUaHT,
KOTOPBIM YUUTHIBAET KOJIUUYECTBO OOOCTPEHUN U MPOJAOTAKUTEILHOCTh PEMUCCUH 32 TOJ
[34]. Hns ompeneneHus creneHu TsbkecTd AT/l Bpady-amieprosory HEoOXOAUMO
BBIOpaTh OJIMH U3 TPEX MYHKTOB (KPUTEPUEB).

B Cucreme naHHbIN alropuT™ MpeuiaraeTcsl peain3oBaTh CIEIYIOMKUM 00pa3oM.

[Ipu siBKe Ha mpHeM K aJJIEPTroJory pedeHKa MO SJIEKTPOHHOMY HaIpPaBICHUIO
OT meuaTpa € NPEABAPUTEIBHBIM THATHO30M AT/ TpU OTKPBITUHM AJJIEProJIOTOM
MPOTOKOJIa IPUEMA B JIEKTPOHHOM KApTe MAIIMEHTA CPa3y )K€ aBTOMATUYECKH BCIUIBIBACT
JIMAJIOrOBOE OKHO C PEe3yJbTaTaMHU ONPOCA, MPOBEAECHHOrO MEINAaTPOM B paMKax IMpremMa
1 KHOMKOM «BepuduuupoBarh 1UarHo3y.

[Tocne ananu3a pe3ynbTaTOB BOIPOCHUKA, 3aII0JIHEHHOTO NEAUATPOM, aJUIEPTOIIOT
JIeNaeT COOTBETCTBYIOIIUMA BHIBOJI O HATUYMHU/OTCYTCTBUM JUArHO3a U HAXKUMAET KHOIIKY
«BepudurupoBaTts quarHos3y.

[locne HaxaTust auieproyioroM Ha KHONKY «BepudumupoBats auarsos»
ABTOMATHYECKHU BCIUIBIBAET IUAJIOTOBOE OKHO C BOIIPOCHUKOM IO TSDKECTH 3a00JIeBaHUS,

COCTOSIIIIUM U3 3 KpUTEpUEB, IpeACTaBIeHHbIX B Tabmuie 22.
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Tabmuua 22 — ABTOMaTHM3MpOBaHHas OLEHKAa TsbkecTH AT/l 1uasoroBoe OKHO
C BOIIpocaMu
yHkT Kpurepun Crenenn
TSIZKECTH
Penxue oboctpenns — 1-2 pasza B roji; NpoJOIHKUTEIBHOCTD PELUANBA
1 — 10 1 Mecs1a, NpeuMyIIECTBEHHO B XOJIOJHOE BpeMs roja. Jlerkoe Teuenue
JlnmurensHOoCTh peMuccun > 8—10 mecsues.
) Yacrora 060ocTpeHmii — 3 pa3a B roJl C yBEJIMUYCHUEM UX Cpennersixkenoe
IPOJOJDKUTENBHOCTHU. JITUTENBHOCTD peMuccHii — 2—3 Mecsna TEUECHHE
3 Yacrora obocTpeHuii > 5 pa3 B rofl, JNIMTEIbHOCTh PEMUCCHH — Tsxenoe
1-1,5 mecsana TCUCHHUE

B cinyuae BwiOOpa kputepus 1, KOTOpPBI COOTBETCTBYET JIETKOMY TEUECHUIO
3a00J€BaHMs, TUAIOTOBOE OKHO 3aKPBIBAETCS, AJIEPTOJIOT MPOJA0IKAET BECTU MPUEM U
3aMOJIHATH JIEKTPOHHBIM IPOTOKOJI OCMOTpA.

B cnydae BwiOOpa kputTepusi 2 uiau 3, COOTBETCTBYIOIIMX CPEIHETSIKEIOMY U
TSDKEJIOMY TEUEHHIO 3a00JIeBaHMs, aBTOMAaTHYECKH (DOPMUPYETCS AMAIOTrOBOE OKHO
¢ 4 IUXOTOMHYECKUMH BOMNPOCAMH, TMO3BOJISIONMIMMHU OLIEHUTh HAIU4YUE/OTCYTCTBUE

KOHTPOJIsl 3a00JI€BaAHUS:

1. EcTb 11 Hapy1ieHue cHa, cBsi3aHHOe ¢ AT/l, B TeueHue nociaequux 7 nueu? (Bbroop
Ja/HET);
2. brun nu cepre3Hble NPUCTYIIBI 3yAa, CBA3aHHbIE ¢ AT/, B TeueHUE MOCIEIHUX

7 nHe#t ?(BBIOOp Ja/HET);

3. Ectb 1 noTpedHOCTh B ucniofib3oBanuu ['KC v MHTHOUTOPOB KadbIIUHEBPUHA JIJIs1
Hapy>xHOro npuMmeHeHust 6osiee 30 r B Mecs1 y aeTeit u 6oiiee 60 T'y MOJPOCTKOB CTapIIie
15 net? (Bb1OOD na/HET);

4. Odopmisiich i OOTLHUYHBIC JIUCTH B CBSI3U ¢ AT/l WM €ro OCIOKHEHUSMU
(HampuMep, BTOPUYHBIM KOKHBIM UH(DUITUPOBAHUEM ) B TEUCHHUE TTOCIEAHUX 3 MecCsIIeB?
(BBIOOp Ha/HET).

AJTOpUTM TPUHATHS BpaueOHOTr0 pellleHus mpeacTaBieH Ha Pucynke 42.
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BOMPOCbHI

OTBETbI

1. EcTb v HapylweHna cHa, cBAzaHHble ¢ AT/], B Te4eHUe nociegHux

7 geii? aa Aa aa aa HeT | Ada aa HeT | Ada HeT | HeT | HeT | HeT
2. Bbinn nn cepbesHble NpuUcTynbl 3yAa, cBa3aHHble ¢ AT/l, B Te4yeHne

. na na aa HeT | Aa aa HeT | HeT | HeT | Aa HeT | HeT | HeT
nocneauux 7 gHemn?
3. Ectb M NoTpebHOCTb B MCMOJ/Ib30BaHUM [IOKOKOPTUKOUAOB U
VMHTMBUTOPOB KaZbLUMHEBPUHA A1 HAPYKHOro npumeHeHus bonee Aa Aa HEeT Aa Aa HEeT HET Aa HEeT HeT Aa HeT HeT
30 r B mecaL, y AeTei u 6onee 60 ry noapocTkos cTaple 15 net
4. Odopmnanucb nn GONbHUYHbBIE /IUCTbI B CBA3U ¢ AT[, uaun ero
OCNOMKHEHNAMM (Hanpumep, BTOPUYHBIM KOXHbIM | A3 HeT | Aa ha aa HeT | Aa aa HeT | HeT | HeT | Aa HeT

MHPUUMPOBaHMEM) B TEYEHUNE NOCEAHNX 3 MecALeB?

A 4

ABTOMaTM4eckoe GOpMUPOBaHME 3EKTPOHHOTO
HanpaB/NeHWA Ha TPETUIN YPOBEHb

HanpaBneHve Ha TPETUI ypOBEHD
He popmupyeTca

l

Moanucatb
HanpasneHue

3aBepLlieHune
npuema

PucyHnok 42 — Anroputm npuHsATHAA BpayeOHOTO pelIeHUs 11 OUEHKH HAJIMYUSA/OTCYTCTBUS KOHTPOis AT/l
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B cnyuae, ecnu mpu 3anoJIHEHUU BOIPOCHUKA AJIJIEPTOJI0OroM BeIOpaHo 2 u OoJiee
otBeTta «JIA», B EMHAC aBTOMaTHYECKH CO3MAETCS DJICKTPOHHOE HAaIpPaABICHUE
Ha TPETUH YPOBEHB JIJIsl pEUISHUS BOIIPOCA O 1eJIECO00Pa3HOCTU Ha3HAUCHHS TapTeTHOM
TEepanuu.

B cayuae BHeapenus B EMUAC mnpeanokeHHOr0 TEXHUYECKOIO PpPEIICHUS
1o GOPMUPOBAHUIO MPEIBAPUTENHHOTO AuarHo3a AT/l y AeTeil ¢ HCMIOoIb30BaHUEM
CIIIIBP, anroputM mnpuema MNalMeHTa U aIrOpUTM (HOPMUPOBAHUS SIEKTPOHHOTO
HaIpaBJICHUs] K Bpayy BTOPOro YpOBHA (ajuieprosiory) mocpeactBoM Cucremsl Oynert
BBITJISIJIETh TaK, KaK MPEICTABICHO HAa PucyHke 43.

Takum 00pa3oM, UCIOIb30BAHUE MPEIIAraéMoro HaMH PEIICHHUS MO3BOJIUT
HE TOJIBKO YCOBEPIIEHCTBOBATH M YIPOCTUTh MPOLECC AUATHOCTUKH, COKPATUTH
JUIUTENBHOCT  (DOPMUPOBAHUSA  AJEKTPOHHOTO  HAIpaBICHHS K MOPOPUILHOMY
CIEUANIUCTY (aJIEproJiory) U, COOTBETCTBEHHO, BELICBOOOIUTH BPEMS B paMKax mpruemMa
JUISL HEMOCPEICTBEHHOT0 B3aMMOJICHCTBHUS Bpaya M MAIMEHTa, HO U CBOEBPEMEHHO
OLICHUTh CTEIMEHb TKECTH U YpPOBEHb KOHTpOJA 3aboneBanusi. Bce 3To mpuBener
K CHIDKCHUIO PHUCKOB TO3/IHEM JHArHOCTUKM W HECBOEBPEMEHHOTO HA3HAYECHUSA
COOTBETCTBYIOLIEN MMEPCOHATU3UPOBAHHON TEpanuu nanueHTam ¢ A3.

Jns anpobanuu Moaenu 3PpGeKTUBHOCTA MapUIPyTU3ALUU JETEN K CIIEIUaTUCTaM
TPEThEr0o YPOBHSA Ha paboueil rpymme u3 15 gereit ¢ TsokensiM TeueHuem AT/l u BA
MPOBEJICH PETPOCIEKTUBHBIA M TMPOCIEKTUBHBIM aAHAINW3 JIAHHBIX JJIEKTPOHHBIX
MEIUIUHCKHUX KapT.

Kputepuun BKIIOUEHMS: I€TH C TsDKENIbIM TeueHueM AT/] B couetanuu ¢ BA. s
ONPENEIEHUS] CTEIEHU TSHXKECTH W YpOBHS KOHTpossi AT/l m BA wucnonp3oBainch
B PYYHOM pE€XKHUME BOMNPOCHHKHU, TpeicTaBlieHHble B TaOnuue 22 u Ha Pucynke 32
COOTBETCTBEHHO.

[IpoaHaIM3upOBaHbBl CIEAYIOIIME IMMApPAMETPBI: BpeMs OT Hadaua TAKEIOro
teueHus bA n AT/l 10 HanpaBJIeHUA K CIIELIUATUCTY TPETHETO YPOBHS, CPEHEE 3HAUEHUE
SCORing Atopic Dermatitis (SCORAD) u ypoBus kontpoisis BA Asthma Control Test

(ACT) no Hayana Tepanuu u B [uHaMmuke yepes 1 u 4 mecsia.
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Aa
OTKpbITHE A 0BOTO OKHa C ONPOCHUKOM, Het
M u3 4 (OTOMMUYECKUX BONPOCOB
| 3anoNHeHNe BPayOM ONPOCHWKA, COCTOALLETO | 20
= CeK

U3 4 AUXOTOMUYECKUX BONPOCOB

Ja «fla»>=2 Her
¢ Bonpoca
2
2 n y DBKa Np pUTENbHOrO AnarHosa L20.8,
2 i 6
=3 L20.9 c noMoLbio Ui 0ro 0By
-
v Mpoac 3ano. p p B 3/IEKTPOHHOM
®opmup p p 0 AvarHosa L20.8, L20.9 nytem MEUUMHCKO KapTe <
BbIBO/IA MHGOPMALMOHHOTO AMANIOrOBOTO OKHA Ha JKpaH
dopmmp p K Cneuuanmcty
BTOPOro YPOBHA (annepronory)
3aBepuieHune
Ja Moanucakxune Het npuema
npaeneH
) MossneHWe MHGOPMALIMOHHOTO ANANIOTOBOTO OKHA, 3aMO/IHEHHOTO NeAUaTPOM | 3asepuwe
npv ¢popmmp p Hue
npuema ABTO dopmuposaHue
Bepudukauma anarHosa L20.9 cneymanmucTom BTOPOro YPOBHA (€ yueTom P K CTY TP o
pesy noa, NPUATUA BpauebHbIX pelue YpOBHA (annepronor)
Mpoaonxexue npuema
2 ABTOMAaTUUECKOE OTKPbITME AWUANOTOBOIO OKHA C ONPOCHUKOM, MO TAMKECTU W 33KpbITUE NPOTOKONA BbI6Op BPaYOM YUPEXAEHUA COTNAcHO
g 3360/1eBaHNA, COCTOALLMM U3 3 KpUTepues MyAbT p -
g CamocToATenbHoe
4 Ha3HaueHve Tepanuu

CpEAHE TAXEeN0e TeyeHue

Taxenoe TeyeHue

BbiGop
KpuTEpUA

Jlerkoe TeyeHue

ABTOMATU4ECKOE OTKPBITME AWANOrOBOTO OKHA C ONPOCHUKOM,
COCTOALMM W3 4 IMXOTOMMUYECKMX BONPOCOB

DOPMUPOBAHUE pe3yabTaTa B BUAE
[MaNoroBOro OKHa, NOATBEPKAIOWLEr0
Ha/IMuMe KOHTPO/IA

My «Oa»>=2

Beibop spakom fansHeiiwero
T Ritd - '"-!
| [ Th CAMOC

KOPPEKLyM TEPaniM BPa4OM BTOPOrD
YPOBHS

3anonHeHne BPa4yom ONMpPOCHUKAE, COCTOALLEro
M3 4 AUXOTOMMYECKUX BOMpPOCOB

| Bonpoca

Ty obpaboTka Aal «
NPUHATWA BpaueBHbIX peLeHmni

¥ nomoLm

DOpMUpPOBaHME pesy , noaTeef
KOHTPOAA B BUAE ANA/IOTOBOTO OKHA

JLIero oTcyTcTene

Pucynok 43 — IIpouecc mapmpyTr3anuy Ha BTOPOX ¥ TPETUM YPOBHM IS IMAITUEHTOB ¢ AT/I.

Anroput™ GOpMUPOBAHUS SIEKTPOHHOTO HAIPABICHUS
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Pesynbprarel: BpeMst oT Hadana Tspkenoro teueHus At/ m BA ngo HanpasiieHus
MalueHTa Ha TPETUM YPOBEHB VISl KOPPEKIIMU TEpanuu, B TOM YUCIIEe JJIs Ha3HAYEHUS
TapreTHOM Tepanuu, coctaBuiio 8,2 mecsa (3—21 mecsua).

Cpennee 3HaueHue SCORAD Ha MoMmeHT HampaBieHus: coctaBuiio 50,467+8,943
(m= %£2,309). Cpennee 3nauenne SCORAD uepe3 mecsii nociie Ha3HAYEHUsI TapreTHOU
Tepalul  TEHHO-UH)XEHEPHBIMU  OWUOJOTUYECKMMH  IpenapaTaMd  COCTaBUIIO
20,667+4,806 (m = £1,241). Cpengnee 3nauenue SCORAD uepes 4 mecsma mocie
Ha3HAYEHUS TapreTHOM Tepanuu reHHO-WHKEHEPHBIMU OMOJIOTUYECKUMU MpenapaTaMu

—17,067£5,946 (m = £1,535) (Pucynok 44).

51

41 -

21

11 ~

T

Orenka crenienun Tsokect ATJ] Otuenka crerenu Tsokectd At/ OrieHKa cTeneHd TsokecTn AT/]

o 1mkaine SCORAD, na moment mno mkaire SCORAD, nocie no mikaine SCORAD, nocie
HaTPaBJICHUS TapreTHOU Tepamuu yepes 1 TapreTHOW Tepanuu yepes 4
MecsIII Mecsna

[Tpumeuanue: Yucno creneneit cBooosl () pasuo 14. [apuslii t-xpurepuit CteioneHTa paBeH -15,207
u 19,079. Kputnueckoe 3HaueHue t-kputrepusi CThIOACHTA MPU JAHHOM YHUCIE CTETEHEH CBOOOIBI
cocrasmsieT 2,145 (p=0,000)

Pucynoxk 44 — Jlunamuka koxHbIx nposiBinennid AT/l no mkaie SCORAD

Cpennee 3HaueHue kKoHTpoJisi BA mo ACT Ha MOMEHT HalpaBJICHUS COCTaBHIIO
15,3£3,41 (m = +0,88). Cpennee 3nHaueHne ACT depe3 mecsI] Mmociie Ha3HAYCHHS
T€HHO-MHKEHEPHBIX OMOJIOTHYECKUX IpenapaToB coctaBuio 21,73+1,62 (m = +£0,41).

Cpennee 3Hauenue kKoHTposisi BA mo ACT 4epes 4 Mecsma mociie Ha3HAYEHHS
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I€HHO-UHXEHEPHBIX OHoJornyeckux npemnaparoB — 23,53+1,50 (m = =0,38)

(Pucynok 45).

35

30
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Onenka koHTpoist BA mo ACT  Onenka koutponst BA mo ACT ~ Onenka xontposst BA mo ACT
test Ha MOMEHT HaIlpaBJICHUS test mocie TapreTHOM Tepanuy, — test mocie TapreTHOH Tepanui,
yepes 1 mecsn yepes 4 Mecaua

[Mpumeuanue: Yucno creneneit cBobos (f) paBuo 14. ITapusrii t-kputepuii CtbrofeHTa paseH 8,481 u
11,859. Kpurnueckoe 3HaueHue t-kputepusi CTbIOJIEHTa NpPU TAaHHOM YHCIIE CTENEHed CBOOOIBI
coctaBisieT 2,145. t Habn > t KpUT, U3MEHEHHS MTPU3HAKA CTaTUCTHUecKU 3HauuMBbl (p=0,000)

Pucynok 45 — Jlunamuka ypoBHs KoHTpoJist bA o ACT-tecty

Takum 00pa3om, NPOBEIEHBI PETPOCHEKTUBHBIA M MPOCHEKTUBHBIA AHAIU3
JAHHBIX JJICKTPOHHBIX MEIUIMHCKUX KapT 15 nmerelt ¢ TskenbiM TedeHueMm AT/]
B COYETAHUU C HEKOHTpoJupyeMoil BA (OlleHKa CTENeHH TSHKECTH U YPOBHSI KOHTPOJIS
OCYUIECTBJISUIACH C IOMOIIBI pa3pabOTAHHBIX aJITOPUTMOB) TOKa3all OTCYTCTBUE
MOHUTOPUHIA T€UEHUs 3a00JIEBAHMS U MIO3/IHEE HAIIPABJICHUE MMAllUEHTOB K CIEIUAIHNCTY
TPETHEr0 YPOBHS Il KOppPEKUMHM Tepanuu. B To ke Bpewms, mocie mnoadopa u
MPUMEHEHUSI TapreTHOM Tepanuu, YK€ uepe3 Mecsll ObUT JOCTUTHYT KOHTPOJIb
3a0o0seBaHusl, KOTOPBINA COXpaHsuics B AayibHemeM. [Ipu ucnosnbp3zoBanuu npearaeMoin
MOJENN MAapLIPyTU3ALMUU JE€TeW K CIIELUATMCTAM TPETHErO0 YPOBHS PHUCKU IO3JHETO
HANpaBJICHUS JETEU C TSKEIBIM HEKOHTPOJIUPYEMBIM TEYEHHEM A3 MUHUMU3ZUPYIOTCS.

NnmrocTpaunein KynmupoBaHUsS KIMHUYECKUX TMPOSIBICHUHM W JOCTHKECHUSA
KOHTpOJIs y peOeHka ¢ couetanueM AT/l Tsokenoro teueHus: u bA (Myl1bTUMOpOUIHOTO

aTONMMYECKOro (peHOTHNA) MPU MEPCOHU(PULIUPOBAHHOM MOJI0OpE TApreTHOW Tepanuu
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C yUeTOM KOMOPOHUJHON NATOJIOTUU B PEATbHON NpPAKTUKE SIBISETCS KIMHUYECKUN

MIpUMEDP, IPEACTABICHHBIN B pa3aene 6.3.

6.3. Knuunyeckuii npumep 4

JleBouka K., 14 ner.

KanoOwl: Ha BBICHIIAHUS, KOXHBIM 3yJ, HApYyIIEHUE CHAa Ha MPOTSHKEHUU
JUTUTEIIBHOTO BPEMEHH.

AHamHe3 XU3HH: peOeHOK OT 2 OepeMeHHOCTH, 2 pojoB. Ponasl Ha 38 Henmene
cpouHble, camocTositenbHbie. [lo Anrap 7-9 6amnos. Bec npu poxaenuun 3150 r, poct
52 cMm. IIpodunakrruueckre TPUBUBKH MTPOBEJEHBI 0 HAIIMOHAILHOMY KalleHJapio, 0e3
narojiorudeckux peakiui. Ilepenecennsie 3aboneBanus: OPU, ageHounut, BeTpsHas
ocra, OCTpble OPOHXUTHI.

HacnencrBeHHOCTB 1O aTonuu: y ota bA, moyummHo3.

AnamHe3 00Jie3HU: ¢ 3 MECsIIEeB MEePBbI€ KOXKHBIE BHICHIMAHUS Ha (POHE TPYTHOTO
BCKapMJIMBAaHUs, CBSI3aHHBIE C HENEPEHOCHMOCTBIO Oelika KOpOBbEro MoJIoka. Mama
coOmroana 6e3MoIoYHy0 AueTy. OTMEeUaauch 3pUTEMATO3HO-CKBAMO3HbBIE BBICHITIAHUS
HAa JIULIE, TPY/H, )KUBOTE, HIX)KHUX KOHEYHOCTAX. C 3 10 8 JIeT BBICHINIAHUS TPAKTUYECKH
He 0eCIOKOMIM, HO OTMevanach cyxocTb Koxku. C 2018 r. pe3koe yxXyIueHue KOKHOTO
rnmpouecca € HENPEePbIBHO-PEIUANBUPYIOIINM TEUYEHUEM, C YAaCThIM BTOPUYHBIM
MHPUIUPOBAHUEM — OYJIIE3HBIM UMIIETUTO.

B mnocnennue 2 Mecsna BbIpaXKEHHOE OOOCTpPEHHE J€pMATHTa C BTOPUYHBIM
MHQUIMpOBAHUEM, TOPHNUIHOE K  Tepanud  TOMHYECKUMH  CTEpOUJIaMH U
aHTUOAKTEepHAIbHBIMU TIpenapaTaMyd C HapylieHHeM OOIlero camMo4yBCTBUS H3-3a
MHTOKCHUKAIINY, BBIPAXECHHOTO 3yJa, HAapyLIAONIEro COH W JHEBHYIO AaKTHUBHOCTb.
He moeT nmocemars Koy U3-3a paCIIPOCTPAHEHHOTO KOXKHOTO Ipouecca, 3y/1a.

C 6 netr vactbeie 00CcTpykTUBHBIE OpoHXUTH npu OPU no 4-x B rop, B mnepuoj
MOJUIMHO3a B BeceHHue Mecsibl. B Bo3pacte 12 ner BepuduiupoBan amarHo3 bA,
Ha3HayeHa Oa3ucHasg Tepamnusi caiMmetrepos/diytukazon 25/125 mkxr no 1 uHramsuuu

2 pa3a B JieHb, Ha ()OHE KOTOPOM IOCTUTIIA KOHTPOJsS 3aboneBaHus. Ilpu mombiTKe
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KOppeKkuu Tepanuu (CHkeHue 103bl UHramsanuoHHbsix ['KC) oTmeuaercs mnorteps
KOHTpossi BA, B cBsi3u ¢ yeM peOEHOK OCTaeTCs Ha JAHHOW Tepanuu MO HACTOSIIEe
BpeMs.

OcMmotp u obcnenoBanusi: Guznueckoe pazputue B HOpMe. COCTOSIHUE TSKEI0E
no 3aboneBanuto (At]l). CamouyBCTBHE HApYIIEHO HM3-3a BBIPAXKEHHOIO 3yJa KOXH,
HapyIlIeHUs CHa.

B 3eBe domnmukynsapHas runeptpodus 3agHel CTEHKH IOTKHU. Jlumdatuueckue
y3JIbl HIEHHBIE, MTOAYENIIOCTHBIE, MOAMBIIIeUHbIe, MaxoBble 5—10 MM, 6e3001e3HEHHBIE.
Han nerkumu ibixaHue mpoOBOAMUTCS IO BCEM MOJISIM, BE3UKYJISIPHOE, XPUIIOB HET, BBIJIOX
yasrHeH. [1o octanbHBIM OpraHam 1 cucteMam 0e3 0COOEHHOCTEN.

JIoKaJIbHBIN CTaTyC: Ha KOXKE pacCHpOCTPAHEHHBIM XPOHUYECKHN MPOLECC —
Ha Jule, 1iee, TPyau, )KUBOTE, CIIMHE, OeapaxX, B JIOKTEBBIX M MOJKOJICHHBIX Crudax,
3aMSICThSIX, KUCTSIX TMOJUMOP(HBIE BBICHIIAHUSA: HHOUIBTPALUS, SPUTPOJIECPMUS,
(uOpo3HbIE MamyJibl, MyCTYJbl, 3PO3UHU, TPEUIUHBI, THONHO-TeMOpPpParuueckKue KOpKH,
MEJIKO-TJIACTUHYATOE IETYIICHUE, TNXCHU(PUKAIHU.

Ouenka OBJl: O®B; 109%, dopcupoBaHHas >XU3HEHHass E€MKOCTh JIETKUX
(D®XEJ) 114%, ODB/DXKEJlI 97% — mapameTpbl OpOHXHAIBHOW MPOXOJUMOCTU B
npeaenax HopMbl. [Ipoba ¢ canpOyTamosioM nonoxutenbHas (npupoct no ODPB; 12% u
210 m).

PentrenorpamMmMa oOpraHoB TpPyJHOM KIETKH: OYAaroBbIX U HHQPUIBTPATUBHBIX
W3MEHEHUN TEHEW HE BBISABICHO. Te€Hb CpeaocTeHHs He pacmupeHa. KopHu nerkmx
CTPYKTypHbI. Jlerounsiii pucyHok ycuieH. KoHTypwsl auadparMbl 4eTKHE, CUHYCHI
CBOOOJHBIE.

OKTI': cunycoBbii puTM. BeprukanbHas snektpudeckas ocb cepama. YCC —
82 ynapa B MUH.

Do3uHodunbl KpoBu UcXxonHO: 6% (654 kn/mki). O6muit IgE — 1460 ME/Mn
(Hopma no 100 ME/min). Cnenuduueckue IgE — cmech ObITOBBIX ajiepreHoB 4 Kjacc;
MBLIbIIA JEPEBBEB 6 KIIACC; SMUTEIWM KOIIKKH 3 KJIAcC;, AIUTENHN COO0aKW; MbUIbIIA

3JIAaKOBBIX TPaB, COPHLBIX TPaB, FpI/I6KOBBIe AJUICPICHBI — OTPHUIATCIIBHO.
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BricTaBnen namarHo3: ATONMWYECKUU JEpMaTHT, pacupocTpaHeHHas GdopMma,
TsDKeNoe TeueHue. Bropuunas nuonepmust (Oyie3HOE UMIIETHUTO).

BbponxuanpHas actMa, aTonUYecKasi, CpeIHETSKENI0e TeUeHUE, METMKaMEHTO3HbIN
KOHTPOJIb.

JleueHne W pe3ynbTaThl: C yuyeToM coudeTraHuss BA u Tsokenoro teueHuss At/]
(Ha ¢oHE MOCTOSIHHO MPOBOJUMON KOMIUIEKCHOU Tepanuu), IPUBOASIIETO K CHUKEHUIO
KK nanmveHTkH W HapylIeHHs coOlMaiu3aluu pedeHKa, pPelIeHO ObUI0 Ha3HAYUTh
reHHO-UHXeHepHYIo Tepanuto Jynuiymad 600 mr onHokpaTHO, 3aTeM 300 MI OAKOKHO
1 pa3/2 nenenu.

Onnako, Hauano Tepanuu ObLUIO OTIIOKEHO, TaK KaK Ha MPOTSHKEHUU JUITUTEIIHLHOTO
BpeMeHH (Tocieanue 2 Mecsiia) 0TMedanoch BeIpaxkeHHOe obocTtpenne AT/l, koTopoe
COMPOBOXKJIAJIOCH OOIIMPHBIMU YYaCTKaMHU BTOPUYHOTO HHOUIIMPOBAHUS, TOPIHUIHOE
K Tepanuu TOMUYECKUMHU CTEPOUJaMU U aHTHOAKTEepUallbHBIMU Tpernapatamu. JleBouka
OblJla TOCHUTAIM3UPOBaHA, OTMEHWIM MAaKpOIMeH (KOTOpbId peOdeHOK moJydanl
Ha MPOTSKEHUU NocsieIHuX 2-x MecsiteB o 400 Mr 2 pasa B neHb 6e3 3¢ dexra). Tepamnus
B OTJEJCHUU: JHETa, JIEBOLECTUPU3UH, XJOPOINHUPAMHUH BHYTPUMBIIIEYHO 3 JHS,
MPEJHU30JI0H BHYTPUMBIIIEYHO U BHYTPUBEHHO | MI/KI; Hapy>XHO pPacTBOP
METUJIEHOBBIM CHHUW M 3MOJIEHThl. HazHaueH nukiocnopud Ha 14 nHei. B pesynbraTte
MIPOBEJICHHON Tepanuu MPOSIBICHUS] BTOPUYHOTO UH(PUIIUPOBAHUS ObUIM KYIIUPOBAHbBI U
peOeHKy HauaTa Tepanus AymuiyMadoM.

Uepe3 2 mecsilla Tepanuu: KOXKHbIE NPOsBICHUs KynupoBaHbl (PucyHok 46),
MPOJOKAET HAPYKHYIO TEpalui0 3MOJICHTaMHU, MOTPEOHOCTH B HAPY>KHOM Tepanuu
TOMWYECKUMU CTEPOUIaMU HET. TeueHne acTMbl KOHTPOJIMPYyeMoe, TOTpeOHOCTH B OeTa-
2 aroHuctax HeT (Ha (OoHE MOCTOSIHHO MPOBOAMMOMN OaszucHou Tepanuu). Illkomy
ITOCENIAET.

Do3uHoduisl uepes 2 mecsua tepanuu: 4% (468 ki/MKII).

Ouenka ®BJI: napameTpsl OpOHXHATBHON TPOXOAUMOCTH B Mpe/ieax HOPMBI.

3akimoueHue: peOCHOK HalpaBlIeH HAa TPETUM YpOBEHH (CTAllMOHAP) U COTJIACHO
OCHOBHBIM NporpaMMHbIM JokyMmeHTaM (Knunuueckue pekomenganuu no AT/l u BA,

pekomenaanuu GINA) ocymiecTBieH nepcoHUDUITMPOBAHHBIN BHIOOP OMOJIOTHYECKOTO
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npenapara JJisg JIeYeHUs. OOJbHBIX C TSDKENbIM, HEKOHTPOJIHUPYEMbIM TeueHHeM AT/|
B COYETAHWM C Iepcuctupyrome bA, ¢ y4eToM HHIMBHUAYaJIbHBIX XapaKTEPUCTUK
NAlMEHTOB, X UHAUBUAYAJIBHBIX LEJIEH U COBMECTHOTO NpUHATHS pemeHuil. Ha ¢pone
HA3HAYEHHOM Tepanuu YyAajoch CTAaOMJIM3UPOBATH KOXKHBIA MPOLIECC M COXPAHUTh

KOHTpOJb bA.

v ,
o £

Pucynok 46 — CocTosiHHE KOKHBIX ITOKPOBOB MAIMEHTKHU B. 10 MHUIIMAMK TEpanuu U
yepes 2 Mecsna

6.4. UnTe/uiekTyasibHAsA 00pad0TKA KJIMHUYECKHUX JAHHBIX B IMATHOCTHKE H
BepuUKANNM IMATHO32 XPOHUYECKAs KPANIMBHUIIA Y JIeTeil HA mpueMe

y neaguarpa

Huarno3 XK BbicTaBisieTcss Ha OCHOBAaHUM KOO MAllMEHTa M BU3YaJbHOIO
OCMOTpPA KOXKHBIX TOKPOBOB, TaK KaK XapaKTEPHBIM JJIsl TAHHOTO 3a00JIeBaHUs SIBIISIFOTCS
crienupuYecKue MPOsBICHUS — BOJABIPU (YPTUKAPUH ), KOTOPBIE HE UMEIOT XapaKTePHOU
JOKAJIN3AIMU U COTIPOBOXKAAIOTCS 3yIOM WIH X KEHHEM [22].

B mHacrosmee Bpemsi mpouecc NOCTaHOBKM auarHo3a XK opranusoBan

10 aHAJIOTHH C MPOLECCAMHU AUArHOCTUPOBAHUSA Apyrux A3.
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[lenuatp Ha mnpueme GUKCUPYET JKaJIOObl MalMEeHTa U, OCHOBBIBAsICh
Ha MOJYyYEeHHOU MH(OpMalNK, TPUHUMAET PEIICHUE O MOCTAHOBKE MPEIBAPUTEIHHOTO
nuarHo3a XK, mnocine 4ero uMeeT BO3MOXXHOCTh HANpPaBUTh TAaKOrO NALHMEHTa
Ha KOHCYJIbTAIIMIO K Bpauy-ajuIeproyiory Ha OJMH UX CIEAYIOMMX (BTOPON WA TPETHI)
YPOBHEN CUCTEMBI 3PaBOOXPAHEHHUSI, 3aMI0THUB cOOTBeTCcTBYIoIME (hopmbl B EMUAC.

[TonpoOHO mporecc 3amoaHEHUsl MPOTOKOJAa OCMOTpa MallMeHTa ¢ MOA03PEHUEM
Ha HamMuue A3 B DJIEKTPOHHOM MEIUIMHCKOM KapTeé W MPOLECC CO3JIaHUs
COOTBETCTBYIOIINX (POPM 3JIEKTPOHHBIX HAIMPABICHUN MOCPEICTBOM (YHKIIMOHATBHBIX
Bo3moxkHocTelt EMUAC paccmotpen B ['naBe 4 HacTositeit paboThl.

C 1enpl0 ONTHUMHU3AIMU U TMOBBIMICHUS S(PPEKTUBHOCTU Mpoliecca IpueMa
MAlMEHTOB € MNOTEHUHAIbHBIM AuarHo3oM XK HaMu mpeanaraercss K BHEIPEHHIO
B EMUAC nononnutenshbiit udponoii 610k — CIITIBP.

Bo Bpemst 3anosiHeHUs 3IEKTPOHHOTO MPOTOKOJIa IpreMa rpu Beidope B Cucteme
COOTBETCTBYIOIIETO NPEABAPUTEIBLHOIO JMArHo3a Ha JKpaHEe aBTOMAaTHYECKU OyJeT
MOSABJIATHCS JUATIOTOBOE OKHO C YETBIPbMS TUXOTOMUYECKUMH BOITPOCAMH:

1. Ecte nu cnenuduueckue BHEIIHUE MPOSIBICHUS HAa KOXK€ (BBICHIIAHUS B BUJIE

BOJIIBIpE, W/viik 0TeKOB? (BBIOOp J1a/HET);

2. Hmerotmuecst BEICHITAHUSI MOTYT MOSIBIISTHCS M UCYE3aTh CAMOCTOSITENHHO? (BBIOOD
Jla/HEeT);

3. Hanuuue 3yna? (BeiO0p na/uer);

4. JImuTenbHOCTH, CUMIITOMOB OoJiee 6 Henenb? (BeIOOp Aa/HeT) [22].

Ha Pucynke 47 mnpeAcTaBie€HO AEPEBO MPHUHSITHS BPayeOHOTO PEIICHUS s
nanueHToB ¢ XK. JlepeBo nmpuHsatus pemeHuit GopmMupyet aroputM padoTsl CUCTEMBI
TakuM 00pa3oM, YTO aBTOMATUUYECKOE CO3JJaHUE JIEKTPOHHOIO HAIIpaBJIEHUs HA BTOPOM
YPOBE€Hb K Bpaudy-ajuIEPTOJIOTy MPOUCXOJUT TONBKO MPHU HAIUYMHM BCEX YETHIPEX
MOJIOKUTEIBHBIX OTBETOB HA MPEIaraéMble TUXOTOMHUYECKUE BOIPOCHI.

JlaHHBIE ~ MOAXOJ  yYMTHIBAET TPEOOBaHMS  AKTyalIbHBIX  KIMHUYECKUX
pEKOMEHAAIMI U CHUXKAET PUCK OIMIMOOYHON MOCTaHOBKHU auarnoza XK, a Takke puck

OCTaBJICHUA B JIATEHTHOU 30HE manueHToB ¢ XK.



195

EcTb /m cneunduyeckme
BHELWHWe NPOABNEHMA Ha
KoMe (BbiCbINaHWA B BUAE
BOAAbIPE M/n oTeKos)?

[a

Het

MetoLecA BbiCbINaHUA
MOTyT NOABNATLCA U
ucyesatb
CaMOCTOATE/IbHO?

A J

HanpasneHue Ha BTOpoW YpoBEHb He
Hannuue 3yna? | P ponyp <

dopmupyetcsa

[lanTenbHOCTb CUMNTOMOB Her

6onee 6 Hepenb?

AsTomarnyecku popmupyercs
Hanpas/ieHue Ha BTOPOM YPOBEHb

d
A MpogomKkeHe BELEHUA NPUEMA U 3aN0NHEHMS SNEKTPOHHOTO
NPOTOKONA B MEAVLMHCKOI KapTe NaLueHTa

Moanucatb
HanpasneHue

3aBepLueHune

npuema

Pucynok 47 — JlepeBo NPUHATHUSA PELMIEHUI U1l TOCTAHOBKHU IIPEABAPUTEIBLHOTO auarnosa XK
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6.5. MopeJsib yCOBEpPIIEHCTBOBAHMSI MEeAMIIUHCKOM HHPOPMAITUOHHOM CUCTEMBbI
JAJIE MOHMTOPUHIA CTENEHH TAKECTH U KOHTPOJISI XPOHUYECKOH KPANIMBHUIbI

y Aetei

[Tocne popMupoBaHusl 3IEKTPOHHOTO HampapiieHUs: neauatpoMm B Cucrteme mpu
MOMOIIM TpejyiaraemMoro Hamu uudposoro pemenus B EMUAC ocymecTBasiercs
OecrioBHas MaplipyTusainus peOeHKa ¢ mpeaBapuTenbHbIM auarno3om XK Ha BTOpoi
YPOBEHB K Bpauy-ajjIeprojiory.

B mnacrosimee Bpemsi moOunbHOe mnpunoxkenue u desktop-sepcusi EMUAC
MpeayCcMaTPUBAET KaK BO3MOXKHOCThH JMCTAHIIMOHHOM 3alMUCH K Bpady, B TOM YHCIIE
M0 BBIJAHHOMY paHee »dJIEKTPOHHOMY HampaBJIEHUIO, TaK U MPEBapUTEIbHOE
aHKeTUPOBaHUE MalMeHTa O cumnTomax 3aboneBanus. B orHomenun A3 y nereit
1oJ00HbIE BOIPOCHUKHU HE BHEJIPEHBI.

Bmecte ¢ Tem, mns onpeneneHus creneHu Tsxectd (aktuBHOCTH) XK,
aJJIeproJIoru-uMMYHOJIOTH TipuMeHsI0T MHaekc aktuBHOcTH kpanuBHHII (Urticaria
Activity Score 7, UAS7). Jlaunbiit uHIEKC ObLT pa3paboTaH ¢ UEIbI0 OIEHKU aKTUBHOCTH
teueHus XCK 3a mpomenmue 7 qHEu.

C wenpr0 ONTHUMHU3ALMH MPOLECCA M COKPAIICHUS BPEMEHHU, 3aTPAYMBAEMOIO
BpauyOM-aJJIEProJIoroM JJisl OLIEHKU akTUBHOCTH XK, MpeacTaBiisieTcsi MepCreKTUBHBIM
paccMOTPEHUE U BHEAPEHNE JAHHOTO BOMTpocHUKa B cucteMy EMUAC B MOMeEHT 3anvcu
Ha MPUEM K aJlJIeproJiory.

[TaniieHT, myTeM 3amoJHEHUs MpeIaraéMoro BOMPOCHUKA B MPUIIOKEHUU
EMUAC, npenocraBnsier cBeieHUs: 00 00beMe UMEBIIUXCS MPOSBICHUN KPaMBHUILGI,
TaKuX KaK KOJIUYECTBO BojAblped u ux 3yn (Tabnuma 3).

3HaueHuss MoryT BapbupoBath OoT 0 g0 21 OGamia B Hemeno i 3yAa U
ot 0 10 21 B Hexemto miis kKoaudecTBa Bosabipe. O6mee 3nauenne UAS7T 3a Henmenro
MOXeT cocTaBisiTh OoT 0 1o 42 OamioB. Ilocine BHeceHUs NAIMEHTOM JaHHBIX
0 KOJIMYECTBE OaJJIOB, CHCTEMa aBTOMATUYECKH aHAIU3UPYET KOJUYECTBO OalsioB U

OOCHHUBACT TSKCCTb TCUYCHHA KpaAllMBHUIBI! TSAXKCIIOC TCYCHHUC XK COOTBCTCTBYCT
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28—42 Oammam; cpeaHed CTEMeHW TshkecTH — 1627 Oammam; JETKOW CTENeHH —
7—15 6annam; 0 — OTCYTCTBUE CUMIITOMOB [22].

HeoOxonumo oTMeTUThH, 4TO 0O€3 3amOJIHEHHS JAHHOTO BOMPOCHMKA, MAlMEHT
HE CMOXET MOATBEPAUTH 3aIIUCh HA MPUEM K AJUIEPTOJIOTY.

ITpu OTKPBITUU 3JIEKTPOHHOM MEIULIMHCKOU KapThl ranueHTa
C HETIOATBEPAKACHHBIM JHarHo3oM XK © Haudaiie 3amoiHEHHs MNPOTOKOJa MPHUEMA,
B UHTepelice amieprosaora aBTOMaTHYECKH BCIUIBIBAET MH(POPMAIIMOHHOE TUAIOTOBOE
OKHO C pe3yJbTaTaMU BOINPOCHUKA, 3AIOJHEHHOIO MEAUATPOM M MPEABAPUTEIIHHBIM
IuarHo3oM. JlaHHoe AuanoroBoe OKHO 3aKphIBAE€TCs HaKaTUEM KIMKAOENbHOW KHOIKH
«3aKpBITh», MOCJE YeTO B ABTOMATUYECKOM PEKUME BCIUTBIBAET MH(DOPMAIIMOHHOE OKHO
C pesyinpraTaMu omnpoca nanueHta no mkaie UAS7. [laHHOe AuamoroBoe OKHO
3aKpBIBAETCS C UCIIOJIb30BAHUEM KIIMKAOETHHON KHOMKHU «3aKPBIThY.

[Ipu gBKE HA TPUEM K aJUIEPTOJIOTY MAMEHTa C HOATBEPKICHHBIM AuarHo3om XK
B uHTepdeiice Bpaua, mpu Haudajge 3amnojHeHusl npoTtokona ocMorpa B EMUAC,
B aBTOMATHYECKOM PEKMME BCIUIBIBAET MH()OPMAIIMOHHOE OKHO C pe3ybTaTaMU OIpoca
nanuenta no wkane UAS7 B Buge konuuectBa OamioB. IIpu Haxkatum Ha KHONKY
«Cdopmuposars pesyiabrat EMUAC ¢ ucnonszopanuem CIITIBP, no npempnaraemomy
aJITOPUTMY, CAMOCTOSATEIILHO ONPEIEIAET CTENEHb TSKECTH 3a00I€BaHUS B 3aBUCUMOCTH
OT KoJinuecTBa OayioB. JlaHHOE AMAJIOrOBOE OKHO 3aKpPBIBAETCS C HUCIOJIb30BAHUEM
KJIIMKA0EIbHON KHOMKHU «3aKpbiTh», MOCJIE Yero B 3aBUCUMOCTH OT pe3yJibTara
BBITOJIHSIETCS CIEAYIOIINAN alrOPUTM:
1. [Ipu pe3ynprare «Jlerkoe TedueHue» IUAIOTOBOE OKHO 3aKPBIBACTCS HAXKATUEM
KHONIKK «IIpogoikuTe mnpuemM», W Bpavy-aJUIEProjor MOPOJOJKAET 3alOJIHEHUE
MPOTOKOJIA PUEMA, HA3HAUYECHUE JICYCHHU S, TTOCIIE YETO MOXKET 3aBEPIINTH ITPUEM.
2. [Ipu pesynbratax «CpegHerspkenoe TedeHue» u - «Tspkenoe  TeueHue»
ABTOMATHUYECKH BCIUIBIBAET JUAIIOTOBOE OKHO C BOIIPOCHUKOM, COCTOSIIIUM U3 YETBIPEX
JUXOTOMHUYECKHX BOIPOCOB, MPEIJIAaraeMbiX BaXHbIM HHCTPYMEHTOM [JIs OLICHKH
TeueHus: 3aboneBaHusl U dPPEKTUBHOCTU JICUCHHUS — TECTOM KOHTPOJS KParmuBHUIIGI
(Urticaria Control Test, UCT) (Ta6muna 4). JlaHHBIM BOINPOCHHUK 3aIlOJIHSICTCS

AJJICProJIoroM B MOMCHT IIpHEMa IMallUMCHTA U MOXKCET OBITh MCIIOJIBL30BaH JJIA OLCHKH
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KOHTPOJIsl 00JIE3HU 3a MocieAHue 4 HeJleau y NAllUeHTOB C XPOHUYECKON CIIOHTAHHOU U
WHIYLIMPOBAHHOW KpanmuBHULEH [22].

Panee naHHBI TeCT MNPUMEHSUICS [Jis OLICHKM KOHTPOJISL HaJ TEYCHUEM
Kpal1BHUIIBI TOJBKO Y B3POCIBIX, OJJHaKO HeaBHee uccnenoBanue C. Prosty et al. (2022)
MOATBEPAWIO BO3MOXKHOCTh NMPUMEHEHHUSI TAHHOTO BompocHuka y gereu [306, 318].
Bomnpockl kacaroTcsi KOHTpOJSi CUMOTOMOB OOJIE3HU, BIMSHUS Ha KAueCTBO KU3HH,
3 PeKTUBHOCTHU JieueHusl, 001Iero KOHTpos 3aboneBanus. Kaxapiii 0TBET Ha BOIMPOC
onieHnBaetcs B 6bamwax ot 0 1o 4.

[Tocne 3anmonHEeHHs BONMPOCHUKA ajuieprosiorom, npemnaraemas Hamu CIITIBP,
00pabaThIBaeT MOTYYEHHBIE TAHHBIC 110 CIEAYIOIEMY aJrOPUTMY:

1. Ecau mo pe3ynbTaTaM 3amojHEHUs] BOIMPOCHUKA allJIEPTOJIOTOM CymMMa OallioB
no UCT <11 GanioB, 4TO CBUAETEILCTBYET O HEKOHTposupyeMoM Teuennn XK [111,
160, 230], To CIIIIBP aBTomaTnuecku ¢hopMupyeT HanpaBieHUE HA TPETUM YPOBEHb.

2. Ecnmu no pesynpraTtam 3anongHeHus cymma 6amioB mo UCT cocrasnser ot 11
1o 16 (makcumanbHas cymMma) 0ajijioB, UTO JEMOHCTPUPYET MOJHBINA KOHTPOJIb O0JIE3HH,
cucteMa He (opMHpyeT HaNpaBICHUE W MO3BOJISAET AJIEProJIOry MPOJIOKUTh MPUEM,
KOTOPBIM AJUIEPrOJIOT MOKET BOCIIOJIB30BATHCSA WIIM HET, 1O aHasioruu ¢ bA u At/l.

Anroput™M OECHIOBHOW MaplIpyTHU3allMd U ONPEACIICHUS CTENEHU TSIKECTU U
koHTpoJist XK BU3yanu3upoBaH B cxeMe, NpeACTaBICHHON HAa PucyHke 48.

Takum oOpa3om, Bpad, HCIHOJB3Yys CYIIECTBYIOIIMM B HACTOSIIEE BpeMs
noteHuuan ¢ynkauonana EMUAC u npennokeHHY0O HaMH CXEMY, MOJHOCTBIO
COOTBETCTBYIOIIYI0O COBPEMEHHBIM KOHCEHCYCHBIM JOKyYMEHTaM U Poccuiickum
KIIMHUYECKUM PEKOMEHIAIMUSAM IO JICUCHUIO KPAMUBHUIIBI, MOXET OCYIIECTBIATH
JMArHOCTUKY, B TOM uuciie U nuddepeHinanbHyo, 1 OLEHUBATh TSAXKECTh U CTEIMEHb

KOHTpOJIs 6oJiee 3P PEKTUBHO U Pe3yIbTATUBHO.
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3AKIIOYEHHUE

CpaBHeHHe pe3y/bTATOB HccJaed0BaHMsA MO0 BA ¢ JaHHBIMHM JMTEPATYpPBI.
TouHble CBeJIEHHS O peaIbHOM PacCpOCTPAHEHHOCTH M UHIIMACHTHOCTH — 00 UCTUHHOM
KOJIMYECTBE OOJIBHBIX KOHKPETHBIX BO3PACTHBIX KATETOPHIl C MOJITBEPKIECHHBIM A3 —
ABJISIIOTCSL  HEOOXOJIMMBIM ~ CJaraéMbIM  ycIliexa I OKa3aHusl KayeCTBEHHOM
MEJIUIIMHCKON ToMoIu AeTsaM. [Ipu 3ToM, ¢ 0AHOM CTOPOHBI, TAKUE AAaHHBIE OTPaKAIOT
3O PEKTUBHOCTh yXK€ MPUMEHSIEMBIX JUATHOCTUUYECKUX aJITOPUTMOB, a C JIPyrod —
a0COJIFOTHO 3aBUCHMBI OT HCHOJB3YIOMUXCA JMUIAEMUOIOTUYECKUX TMOJIXO0JI0B —
MpoIeAYp U MHCTPYMEHTOB (PUKCAIlMU U aHallM3a CBEJICHUM 0 3a00J1€Ba€MOCTH.

TpynHoctu B TUarHocTUKe A3 CBA3aHBI B TOM YUCJIE U C TEM, YTO OHH SIBJISIFOTCS
KIIMHUYECKUMH, OCHOBAaHHBIMU Ha XapaKTEPHBIX KanobaxX KIMHUYECKUX CUMIITOMOB U
naHHbIX aHaMmHe3a [18, 35, 56]. C npyroit cTOpOHBI, AJI TAaKUX 3a00JI€BaHU, B TOM YHCIIE
n BA, xapakTepHbl oIpe/ieieHHbIe OTJIMYMS TPOSIBIECHUM B pa3HbIE BO3PACTHHIC
MIEPUOBL, UTO TAKKE YCIOKHIET TUAarHOCTUKY [56, 157]. OcoOeHHO akTyanbHOM 3a1aueit
SBJISIETCS CBOEBPEMEHHOCTD BbIBICHUS A3 Ha aMOyJIaTOPHO-MOJIUKINHUYECKOM 3Tare
OKa3aHUs MEAMIIMHCKOM momMoiud (MEepBOM YPOBHE CHUCTEMbBI 3APABOOXPAHEHHS),
MOCKOJIbKY UMEHHO MeAHaTpbl MOJUKINHUK MEPBHIMU CTAIKUBAIOTCS C MallMeHTaMU U3
IPYIIbl PUCKA MO peaiu3allii 3TUX 3a0oyieBaHuid, B TOM uncie u BA. OtcpoueHHas
JMAarHOCTUKA MOJKET TMOBJHUSTh HA MPOTHO3 M YBEIUYUTH BpPEMS JO0 JOCTHUKEHUS
KOHTpoJIs 3a00eBanus [67, 74].

[Io pmanubiM HamumoHanbHBIX LIEHTPOB MO KOHTPOJIO HAJ 3a00JEBaHUSIMU U
npodunaktuke, B CIIIA B 2021 r. pacmpocTpaHeHHOCTh Tekyuied BbA cocrtaBuia:
1,9% cpenu nereit ot 0 no 4 ner, 7,5% cpenu 5—11-netuux, 8% cpenu 12—15-netHux n
9,5% cpenu 15—17-netnux nereit [238, 317]. UccnenoBanue nepBoit dazbl ['modansHOM
cetu no actme (Global Asthma Network, GAN) ¢ ucnonb30BaHMEM METOI0JIOTUH
ISAAC, BrxmounBmee 101 777 npereit (67 ner) B 44 uentpax B 16 crpaHax wu
157-784 mnonmpoctka (13—14 ner) B 63 mnentpax B 25 crtpanax (kpome Poccuiickoit
®denepanuun) nokaszano, 4YTo TeKylas 3adoneBaeMocTh st BA cocraBuia cpenu nereit

6—7u 13—14 ner 9,1 u 11,0% coorBercTBeHHoO [276]. B EBporneiickom coro3e, 1o TaHHBIM
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Ha 2019 r., BA BbeisBieHa y 17,79% pnereit B rpynne 5-9 ner, 16,07% B rpynme
10-14 ner u 11,54% B rpynne 15-19 ner. Ilpu »3ToM acTMONOAOOHBIE CHMITOMBI
B JIAaHHBIX Tpynmnax HaOmogamuck y 23,35%, 25,41% u 19,69% coorBercTtBeHHO [13,
185].

ITo nanupiM oduinanpHOM cTatucTukH, B 2019 r. B Poccuiickoit deneparnun
pacnpoctpaneHHOCTh BA B Bo3pacTHbIx rpynmnax 0—14 u 15-17 ner coctaBuna 0,97% u
2,04% cootBercTBeHHO [12]. B 2021 1. pacnpocTpaHEeHHOCTh aCTMbI U ACTMAaTUYECKOTO
craryca cpeau aereit Poccuiickont @enepanuu B Bo3zpacte 0—14 u 15—-17 ner cocraBunu
0,89% u 1,87% cootBeTcTBeHHO. B T. MockBe 1o odurnanpHeiM gaHHbM 3a 2021 T.
pacnpoctpaneHHOCTh BA cpenu nereir B Bo3pacte a0 14 ner cocraBuima 0,73%,
B Bo3pacte 15-17 mer — 2,17% [63, 64]. IIlpu 3TOM, HEOJHOKPATHO U yOEAUTEIHHO
MOKa3aHo, YTO PACIPOCTPAHEHHOCTh A3, B TOM 4unciie U bA, 1o 1aHHBIM OopHUIIHATBLHON
CTaTHCTUKU HWKE pealbHbIX mnokaszarener [53, 75]. Tak, mno pe3yapraram
KJIMHUKO-3IIUIEMUOIOTuuecKoro uccaenopanuss GA?LEN (CIUIONIHOTO aHKETHMPOBAHHUS
U BBIOOPOYHOTO KOMILJIEKCHOTO O0OCIEeNOBaHMS), MPOBEACHHOIO CPEId IMOJPOCTKOB
15-18 ner B 2008-2009 rr. ¢ yuactuem aAByx UeHTpoB Poccuiickoit ®enepanuu
(rr. MockBa u ToMmcCKk), UCTHHHAs PACHPOCTPAHEHHOCTh AJUIEPrUUYECKUX OoJie3HEen
CYIIECTBEHHO HHMXXE BCTPEUYAEMOCTH CUMIITOMOB — B 4 U 3,2 pa3a, MEHbIIIE «TEKyUIEH
3aboneBaemoct» — B 1,4 mw 2,8 paza U OJHOBPEMEHHO 3HAYUTEIHHO BBIIIIE
obUIMATBHBIX CTAaTUCTHYECKHX ToKkazatenei — B 2 u 20,8 a1 actmMbel u AP
COOTBETCTBEHHO [53].

Takum 00pa3oM, Ha CETOJHAIIHUN J€Hb, COXPAHSIOTCS U CTAOWIBHO HU3KHUE
obunmanbHbie MUGPHI pacnpocTpaHeHHOCTH bA B Poccuu (KOoTOpble 3HAUMMO HIDKE KaK
o(pUIIHATIBHBIX OOIIEMUPOBBIX JAHHBIX, TAK U JAHHBIX U3 OT€UECTBEHHBIX UCCIIEIOBAHUN,
BBITIOJTHEHHBIX IO CTaHAAPTHOMY 3MUAEMHUOJIOTHUYECKOM MPOTOKOJY) U PACXOXKJICHUE
nokaszaresyiei acTMOINOJOOHBIX CUMITOMOB U TUAarHOCTUPOBAHHOM BA.

B cooTBeTCTBUM C MOCTaBJICHHBIMH 3aJlayaMH HCCJEAOBaHUE ObUIO MPOBEACHO
B HECKOJIBKO ATamnoB. CorjacHo Au3ailHy pa0oThl HAa KaXIOM JTafle peliauch

KOHKPCTHBIC, IIOCTABJICHHBIC B NCCIICAOBAHUH 3ada4u.
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Jlns pemieHuss TocTaBiIeHHOM Ha | 9Tame 3amaum OB TPOBEACH aHAN3
YCTAHOBJICHHBIX JHMArHo30B BA U CBOEBPEMEHHOCTH MOCTAHOBKHM JMAarHo3a y JeTeu
B ycnoBusx AIILL. IIpoananmu3upoBano coueranue bA y aereit ¢ npyrumu A3 B pa3HbIX
BO3PACTHBIX TMEPHOJIaX B KAYECTBE BEPOSTHOM MNPUUYMHBI TUMNOJUATHOCTUKU H
HEKOPPEKTHOTO OTPAXKEHUS PACIIPOCTPAHEHHOCTH A3.

Hcnonp30Banuch  arperupoBaHHbIE  JAaHHbIE  CTAaTHUCTUYECKOM  (TOJO0BO)
OTYETHOCTH MO 3a00JieBaeMOCTH Mo oOpamaeMoctd u3 oTdeTHo hpopmbr ®CH Ne 12
C IPWIOKEHUSIMU 3a TpexJieTHUH nepuoj (ssuBapb 2020 — nexadbps 2022 1.) 1o actme,
actMatuueckomy crarycy (J45, J46). PaccuutanHoe mpuKperieHne (0XBaT) JETCKOIo
HACEJICHUS K MOTUKIMHUYECKON MEUITMHCKOM Oprann3aiuu (COOTHOILIEHHE KOJTUYECTBA
teneoHorpaMM H3 POAJIOMOB B TMOJHMKIMHUKY IO MECTy MPONUCKH M 4YHuCia
HOBOPOXJIeHHBIX, npukpenupmuxcs Kk AIIll) mo nmannsiM 3a 2022 1. coctaBmio 87%;
MOJTYYEHHBIA TOKa3aTelh (C yUeTOM €CTECTBEHHON MHTIpAllMM HACEJICHHS MEeramojuca
B 10-15%) mo3BonsieT cuuTarh pe3ysibTaThl peleBAaHTHBIMU JUisi okpyra. [lo nmaHHbBIM
OCH Nel2, cpeaun 98 499 nereir, npukpereHusix k AIILl, komnuecTtBO neren
c BepuuiupoBanubiM  auarHozom  BA  (rpada «3aboseBaeMOCTb», B KOTOPOM
(bUKCUPYIOTCS KaK BHOBb BO3HUKIIINE, TAK U PaHEE CYIIECTBOBABIINE CIy4au MO JJaHHOU
HO30JIOTUM, TO TOBOAY KOTOPBIX ObLIM OOpalleHuss B JAHHOM KaJeHAApHOM TOIY)
coctawio 1111 (1,1%). Meaumana Bo3pacta JeTel ¢ BIEPBbIE BBHICTABICHHBIM
(BepudunmpoBanubiM) auarsozom BA B 2020 r. cocraBuina 9,9 ner, B 2021 r. —
10,3 roga, B 2022 r. — 12 net; npu 3ToM BO Bcex AIIL] KOJIMYECTBO BHICTABICHHBIX
JIMAarHO30B B Pa3HbIE TOJbI 3HAYUMO HE OTINYAIOCH.

[anee, Ha OCHOBaHUU BBISIBIICHHBIX B Iiepuojie 2020—-2022 rr. TeHASHUHN K pOCTY
KaK 4YHWCla BIEPBBIE YCTAHOBJIEHHBIX JMarHo3oB bA, Tak W Bo3pacTa NallUEHTOB,
KOTOPBIM  JIaHHBIM JWarHo3 ObUI yCTAHOBJIEH, OBUT TPOBEIAEH YriyOJICHHBIH
PETPOCIIEKTUBHBIA AHANU3 JJIEKTPOHHBIX MEJAULUMHCKHX KapT 397 nered, KOTOPBIM
nuarHo3 bA Owu1 BriepBeie BeicTaBieH B 2022 r. Meauana Bo3pacrta JeTel cocTaBuiia
12,0 [9,0; 14.9] net, u3 Hux aesouek 103 (26%), manpuukoB 294 (74%). B obmei
BbIOOpKE U3 397 nereit ¢ BA nerkoe teuenue y 138 pereit (34,76%); cpeaneTsixkenoe

teuenue y 212 nereii (53,4%) , Tsxenoe teuenue — 47 nereit (11,8%).
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[Ipu ananu3e NaHHBIX aHAMHE3a C(OOPMUPOBAHHOW KOTOPTHI OBLIO YCTAaHOBJIEHO,
YTO OTATOILEHHAs! HACJIEICTBEHHOCTD MO atonuueckuM 3adoneBanusim (AP, At/l, BA) o
MaTEepUHCKOM JIMHUY BbIsiBIIeHA y 34%, 1o nuHuu otia — 18%, y oboux poaureneit — 9%
U He oTsArolieHa y 7% nerei.

VY OonpIIMHCTBA JeTel BCeX BO3pacTOB Mpeodiagana CeHCUOUIU3aIus K OBITOBBIM
ajuiepreHam. Y geteit a0 4 net, HapsAay ¢ ObITOBOM ceHcuOmnuzamuei, B 36% ciiyyaes
OTMEYEHA TaKXKe TMHIeBas CEeHCUOWwIM3auus, KoTopas Oblla caMOW BBICOKOU
[0 CPABHEHUIO C JAPYTUMHU BO3PACTHBIMM mepuojamu. OTMedeHa mpsiMas KOppemsius
YBEJIUUCHUSI CEHCUOMIU3AIMU K OBITOBBIM U MBUIBIEBBIM allJIEpPreHaM C BO3PACTOM
pedbenka (p < 0,05). B wuccinemyemoit rpynme nereii ¢ BA pacnpocTpaHEHHOCTH
CEHCUOUITM3AIMY YBEIUYUBAETCS C JIETCKOTO U JI0 OJAPOCTKOBOTO BO3pacTa, IpU 3TOM
MaTTepHbl CEHCUOWIM3AIMU Pa3INYaIUCh B 3aBUCHUMOCTH OT BO3PACTHOW TPYMIIBI.
[Tepsrie nposasnenns bO Bo3HukM B Bo3pacte 3-x sieT [ 1;7]. Onnako nuarnos bA y atux
nereu BepuduumupoBan B Bo3pacte 12,0 [9,0; 14,9] ner.

OTO KOppenupyeT ¢ JIaHHBIMH pa3HbIX aBTOpOB. Hampumep, B mpoBeIeHHOM
UCCIIEIOBAHUM OCOOCHHOCTEM MEIUIMHCKOro HaOmmoJeHus 3a JeTbMu ¢ bBA
Ha amOynaTopHoMm 3Tane B WpkyTckoil 00iacTu ObUIO MOKAa3aHO, YTO CPOK MEXKITY
MOSIBJICHUEM TMEPBBIX CHUMIITOMOB M IMOCTAaHOBKOW auarHo3a bA coctaBun 0-11 mer,
B cpennem 2,1+1,3 roga. Toneko y 66% nereli ¢ BA quarHo3 ObL1 YCTAHOBJIEH B TEUCHHE
MEpBOTO TroJa MOCJIE TOSBICHUA CHUMITOMOB; a y 9% mpaBuibHBIM OHArHo3
yCTaHaBJIMBAJICS JUIIb yepe3 S5 u 6omee jaet [10].

Pe3ynbTaThl yriiy0J1eHHOTO aHaiu3a KOTOPTHI jete ¢ BA, KOTOpbIM auarHos
BIepBbIe ObLIT BbIcTaBlieH B 2022 roay, mokaszajiu, 4To y aered c¢ nposiBienusiMu bO,
OTSITOILIEHHOW HACJEJCTBEHHOCTHIO MO A3, HAIMYKEM CEHCUOMIM3AIMNHU K Pa3IMYHbIM
ajuiepreHaMm Nepuoj OT MOMEHTa MEPBBIX CUMIITOMOB JI0 YCTAHOBKH OKOHYATEIbLHOIO
nrarao3a BA Mo)keT OBITh IIUTEIBLHBIM U COCTaBIATE 5,2 + 1,7 roga. DTo MOXKET OBITH
OoOyCIIOBJIEHO KaK HEJOCTAaTOYHOM HACTOPOKEHHOCTBIO TMEAUATpPOB, MO3JHUM
HarpaBJICHUEM K MNPOUIBHOMY CHEIUATUCTy (aJuieproyiiory), HECOBEPIIEHCTBOM
JITOPUTMOB MapUIPYTU3ALUUA MEXK]Y Pa3IMUYHBIMU YPOBHSIMH 3/IpaBOOXPAHEHUS, TaK U

CJIOKHOCTBIO JHMAarHOCTUKHU A3. HOJ’Iy‘IGHHBIG PE3YyIbTAaThI MMOCITYKUJIN OCHOBAHUCM IJIA
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peanu3aiuy JadbHEeUIUX 3TarnoB paboThl, TOMCKA TPUYKMH MO3/IHEW AMArHOCTUKU BA u
BO3MOKHBIX PEIICHUMN BBISIBICHHON TPOOIEMEI.

JlonoJHUTENBHBIM (PAKTOPOM, CO3/IAIOIIUM TPYJHOCTH CTATUCTUUYECKOTO YUETa U
JIOCTOBEPHOU OLIEHKH pacmnpocTpaHEHHOCTU A3 B oOlIel MOMyisIyy, BKIOYas JIeTel,
UrpaeT MYyJIbTUMOPOUAHOCTh — HaJW4YUe Y OJHOr0 TAallMeHTa OJIHOBPEMEHHO
HECKOJbKUX auarHo3oB BA, AP, amneprudyeckoro kKoHbIOHKTHBHTA, AT/]). Duxcamus
BCEX JUArHO30B B JAHHOM CIIy4ae OCYILIECTBIISICTCS HE BCET/A, U MAIUECHT «HAXOAUTCS»
Ha JMCHAHCEPHOM HaOJIOACHUN/CTATUCTUYECKH «YUYUTHIBACTCS» JUIIb MO OJHOMY
13 quarHo3oB [13, 39].

B kauecTBe BBISBICHUS BEPOSITHOM NPUYMHBI TUIOJUATHOCTUKM bBA u
HEKOPpPEKTHOTo ydeTa A3, B COOTBETCTBUU C AM3aWMHOM palOThI, OBLJIO MPOBEACHO
PETPOCIIEKTUBHOE  OJHOMOMEHTHOE  HCCIEAOBAaHME M  aHalW3  JJIEKTPOHHBIX
MenuuuHckux kKapt 970 gereit B Bo3pacte ¢ 0 go 18 ner ¢ BepudpuUUPOBAHHBIM
nuarHo3oM BA. beuio uszyudeHo coueranue bA ¢ apyrumu A3 B pa3HBIX BO3PACTHBIX
MEPUOJIaX y AETEH.

Pe3ynbTaTh: Haubosee yacto BA coueraercst ¢ AP (B 18% cnydaeB), u nmpu 3ToM
OTMEUaeTcsl TOCTENEHHOe HapacTaHue mokazatened g0 18 mer (¢ 9,1 mo 19%).
Coueranne BA u AT/l nmpakTuyecku OJUHAKOBO y JIeTel BceX Bo3pacTHhIX rpymi (3,5%),
OJIHAKO HE3HAYUTEIIBHO BBIIIE Y IETEN MEPBBIX S5 JeT *Ku3Hu [39].

Jannbie 0 coueranuu bA u npyrux A3 B pa3Hble BO3PACTHBIE MEPUOABI UMEIOT U
HEKOTOphIe ocoOeHHocTH. Tak, B Bo3pacte m0 4 ner BA coueraercs ¢ AP u At/l,
¢ 5 1o 9 nmer — AT/l CTaHOBUTCS MEHBIIE, HO MOABISAETCS MOJUIMHO3, U Jajee 3Ta
TeHACHIMSA coxpaHsercs no 18 mer. Takum oOpa3zoM, TMOKazaHO, YTO HauOOJbIIEe
couetanne bA ¢ gpyrumu A3 OTMEUEHO Yy JIETEN CTAapIIEro BO3pacTa.

[Tomy4yeHHbIE pe3ybTaThl aHAIN3a COYETaHUsA A3 B pa3HbI€ BO3PACTHBIE NEPUOIBI
y NalMeHTOB ¢ BA MOTyT SIBISTbCS BEPOSITHOM NMPUYMHON TUIO W/WIA OTCPOUYCHHOU
JMArHOCTUKH U HEKOPPEKTHOTO OTpakeHust A3 B ctaTuctuueckux popmax yuyera. Kpome
TOro, B aJUIEPrOJOTUU CYHIECTBYIOT 3a00JIEBaHHUS, KOTOPHIE MOTYT MAaCKHPOBAThHCS
CXOKMMH KJIMHUYECKUMHU TPOSIBICHUSIMU U  JHArHOCTHKAa KOTOPBIX TpeoOyer

HecTanaaptHoro noaxoaa. K takum Hozonorusim otHocutcss HAO, nns Bepudukanuu
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JMarHo3a KOTOporo TpedyeTcs: B TOM uuciie YriayOJieHHOe TeHETHYECKOe 00CIeIOBaHNE
C OCJIEAYIOIINM aHAJTU30M MaTOT€HHOCTH OOHAPYKEHHBIX MYTAaIlUil.

PesyabraTrel ucciaenoBanus HAQ ¢ npuMeHeHHeM MOJHOT€HOMHOIO
CeKBEHHPOBaHUs M OumouHpopmMaTudecoro ananausa in silico. AO, B ToM uucie u
B COUCTAHUHU C MPOSIBJICHUSMH KPANMUBHULBI, JOBOJBHO IIHPOKO PACIHPOCTPAHECHBI
y AeTel, U MPaKTUYECKH JHO00H CHEeNHaNINCT ¢ TOW WM MHOM YacTOTOW CTAJIKUBAETCS
C JAaHHOW martonorued. TpaaulIMOHHO 3TH MNAlUEHThl B MEPBYIO OYEpPEIb IOIMAMAKOT
Ha npueM K neauatpy. [Ipu cbope anaMHe3a U MEPBUYHOM OCMOTPE HY>KHO MPOBOJIUTH
muddepeHnanbHyl0  JAUArHOCTHKY € 3a00J€BaHUSIMH, HMEIOIIUMH  CXOXHE
KIIMHUYECKUE TPOsiBIECHUS W uMUTUpyromuMu AQO (TICEBIOAHTHOOTEKU): CUHIPOM
Menbkepccona-Po3enraisi, TumoTupeos (MUKCeaeMa), CUHIPOM BEpXHEU MOJIONW BEHHI,
aHacapka M TUIIONPOTCHMHEMHYECKHE OTEKU. B 3TOM cCilydae OCHOBHBIM IPHU3HAKOM
ABJISIETCA JIUTENbHOCTh AQ: eciM OTeK coxpaHseTcss 0oJjiee HECKOJIbKUX CYTOK,
to nuarHo3 AQO wmenee BeposareH [41, 312]. AO B 3aBUCMMOCTH OT MEIHATOPA
KJIaCCU(ULINPYIOTCS KakK OpaIMKWHUH-OMOCPEIOBAHHbIE Wi TUCTaMHH-
onocpenoBanHbie. Upe3BbiuaiiHo BaxkHO nuddepennrpoBats meauarop AO He TOJIBKO
MOTOMY, YTO TEpaleBTUYECKHUE OIMIMU Pa3WyHbl, HO ¥ MOTOMY, YTO OpaJAMKUHHH-
onocpeoBaHHBI AO MOXET ObITh OMACHBIM IS KU3HU U M3-3a XKU3HEYTPOKaIoIIeH
nokanuzanuu (0coOeHHO B O00JacTW TropTaHu), W U3-3a OTCYTCTBUS d(PdekTa
OT TPAAULIMOHHON MEIWKAMEHTO3HOM Tepanuh aHTUTMCTAMUHHBIMHU TIpernaparamy M
I'KC. Ognum u3 AO, B maroreHe3e pa3BUTHS KOTOPOTO y4acTBYET OpaJNKUHHH,
seisietcst HAO [37, 166, 286].

HAO — »1o penkoe 3aboneBaHue, MPU KOTOPOM BpeMsi OT MEPBOrO MPOSIBICHUS
(aTaku) 1o Bepudukau guartosa cocrtanisier B cpegneM 13,5 ner. HAO — renetnyuecku
JIETEPMUHUPOBAHHOE 3a00JIEBAaHUE, XapaKTepU3yIOIeecs] MOBTOPSIOMUMUCS OTEKAMHU,
MOpaXarolUMH TOAKOXKHBIE W/WIIA TOJCIU3UCTBIE CIOM TKaHW, JUIO, T'yObl, MIEIO,
KOHEUYHOCTH, POTOBYIO TMOJIOCTh, KUIIEYHUK W/WIM ropTaHb. B mocinemneMm ciydae
3a0071€BaHNE CTAHOBUTCS OMACHBIM JUIsl KuU3HU. Haumbomnee TpyJaHBIM B JUArHOCTHUKE
apisiercs HAO ¢ HOpMalbHBIM KOJUYECTBEHHBIM U (DYHKIHMOHAIBHBIM YPOBHEM

Cl-unruburopa c mytarusimu B redax 12, PLG, ANGPT1, KNG1, MYOF, HS3ST6.
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B Hacrodmee BpeMs B CYLIECTBYIOIIMX KIWMHUYECKUX PEKOMEHIALMAX JJIsS
nepBuuHoi auarHoctuku HAO wim s BeisiBneHust puckoB HAO paspaboTanbl
JUArHOCTUYECKHE OPUEHTHPHI JUIsi Bpadell NEpBUYHOIO 3BEHA (B HAIIEeM Clydae
neauatpoB) [38]. Ilpu Hamuuuu TakuX XapaKTEPHBIX KIMHUYECKUX MPOSBICHUM
HEOOXOJIMMO MAaKCHUMaJbHO OBICTPO OCYIIECTBUTH MapIIpyTU3AIMI0 MaIlMeHTa
K aJIJIEProJIOTy-UMMYHOJIOTY  (CHIEHUAIUCTY BTOPOTO YPOBHS  3paBOOXPAHEHMUS).
Ha cnenyroiem stane (Ha BTOPOM YPOBHE 3PaBOOXPAHEHUS) aJlJIEPTrOJI0r-UMMYHOJIOT
OCYILIECTBIISIET AAJIbHEHIIINN AUArHOCTUUECKUN MOUCK, BKIIIOUAIOIIUI 1abopaTopHOE, U
MpU HEOOXOIMMOCTH, TEHETUYECKOE UCCIIe0BaHUE.

CoBpemeHHas KJIacCUupuKaIs HAO OCHOBaHa Ha JTAHHBIX
KJIIMHUKO-1a00paTOPHBIX METOJOB MCCIEIOBAHUS M U3MEHEHUSX B PA3JIMYHBIX T'€HAX:
HAO c¢ nedururom Cl-uaruouropa (HAO I tuna, HAO II Tuna) u HAO ¢ HopMalibHBIM
ypoBHeM Cl-unruburopa [37]. Huarno3 HAO 1 u II Tuma mnoarBepxkmaercs,
OMOXUMHUYECKUM HCCIICIOBAHUEM IOKa3aTeIsl CUCTEMbl KOMIUIEMEHTa — HMHTHOUTOpa
Cl-3cTepasbl: TMArHOCTUYECKU 3HAUMMOE CHUKeHHE YpoBHs C1-uHruouTopa u/mim ero
(dbyHKIIMOHANBHON akTUBHOCTH (Oosiee yeM Ha 50% ot HOpmbl). Ha BTOpOM ypoBHE
BBITIOJTHEHUE MOJIEKYJISIPHO-TEHETUYECKOTO oOceToBaHus HE00s13aTeNbHO,
HO OOHAapyX€HUE NPUYMHHO-3HauMMoOW MmyTanuu B reHe SERPINGI Takxke
noATBepxaaeT auarno3 [38, 287]. Ognako mis Bepudukanuu auarsoza HAO y nereit
B Bo3pacte A0 12 mecsieB, onpeaereHne KoauyecTBa U PyHKIMOHATBHOW aKTUBHOCTH
Cl-uHruburopa UMeeT HU3KYIO TUarHOCTUYECKYIO [IEHHOCTh: MOTYT ONpPEEsAThCS Kak
JIOKHOIIOJIOKUTEIIbHBIE, TAK U JIOKHOOTPHUIIATEIbHBIE pe3ysbTaThl. [loaToMy, y nerei
PaHHETO BO3paCTa, «30JIOTBIM CTAaHAAPTOM)» IJUATHOCTHUKH CTAHOBHUTCS TE€HETHYECKOE
uccienoBanne. J[aHHOE TECTUpPOBaHUE MJOJDKHO TMPOBOJMUTHCS Yy BCEX JETEW,
HaxoAsmmxcss noj yrposzoi paszputuss HAO, moToMy uTO BBISIBICHHE MYTalMil Mmpu
OECCUMIITOMHOM TE€YEHUU 3a00JI€BaHUSI BMOCIEICTBUU IO3BOJIUT CBOEBPEMEHHO
uHUIIMUpoBaTh npodunakrudyeckoe aeuenue [32]. Ilpu HAO 1 unu 11 Tuna ormedarores
MyTaluu paznudHord jokanmu3auuu B rene SERPINGI: npu Cl1-UHI-HAO 1 tuna
MyTallUl OTMEUAIOTCSI Ha BCEM MPOTSHKEHUU TEHAa, YTO TMPUBOJUT K HUZKUM

koHueHTpausimM Cl-uaruburopa B kpoBu [32, 293, 320] B TO BpeMms Kak MOpu
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C1-MHI'-HAO II Tuna MyTanuu BKJIIOYAIOT 3aMEIIEHUE OTAECIBbHBIX aMUHOKHUCIIOT, YTO
BEJIET K CHIDKEHHOM aKTUBHOCTH (pepMEHTa ITPU HOPMAJIBHOM WUJIA MOBBIIIIEHHOM YPOBHE
koHueHtpaiuu Cl-unrubutopa [32, 295]. HAO ¢ HOpMalbHBIM YpPOBHEM
Cl-unruburopa pacnpocTpaHEHHOCTb KOTOporo Obuia oneHeHa kak menee 1:100 000,
MPEACTABIACT €000 3a0oJieBaHHWE C XapaKTEPHOM KIMHUYECKOW KapTUHON mpH
HOpPMaJbHBIX ypOBHE M (PyHKUMOHaNbHOUW akTuBHOCTU Cl-mnruburopa [195, 196].
be3ycinoBHO, HamOosbllIMe TPYJHOCTH W HECTAHAAPTHBIM MOJIXOA K JUATHOCTUKE
BbI3bIBaeT Bepudukanusa auarnoza HAO c¢ HopMmanbHbiM ypoBHeM Cl-uHruduropa.
B otnuuue or HAO I u II Ttuna, npu HAO ¢ HopmanibHbIM ypoBHEM Cl-uHruburopa
OTCYTCTBYIOT MyTauuu B reHe SERPINGI, a pa3Buthe 3a00JI€BaHMS OIPEIEISIETCS
MyTallUsIMU B pAJE€ TE€HOB, YYAaCTBYIOIIMX B AKTHBALMU KaJJIMKPEUH-KUHUHOBOU
CUCTEMBI, YTO enle 0oJiee YCIOXKHsAET nuarnoctuueckuit nouck [143]. Takue myrtanuu
oOHapyxenbl B reHax FI12, PLG, ANGPTI, KNGI, MYOF, HS3ST6 [129, 235].
Bo MHOrMX ceMBSIX € YETKO YCTAaHOBJIEHHBIM HACJIEACTBEHHBIM xapaktepom AQO
OTCYTCTBYIOT UJICHTU(PUIIUPOBAHHBIC HA CETOAHSIIHUN JIEHb T€HETUUECKUE MyTallul —
3TOT BapuaHT pacueHnBaroT kak HAO Hen3BeCTHOU MPUPOBI.

Takum o0pa3zoM, i TAlMEHTOB C KIMHUYECKUMHU mnpossieHusiMu HAO wu
CHUKEHHEM YPOBHS WIM (PYyHKIHOHAIbHOM akTUBHOCTH Cl-mHrmbuTopa B miazMme
B KaUeCTBE NEPBOHAYAIBHOIO CKPUHUHTA, MEPE] CKPUHUHIOM Ha TOYEYHBIE MYTAllWH,
PEKOMEHAYIOT TMOWCK MPOTSKEHHBIX  Aenenuit/nymukanuii.  Ilpu  oTcyTcTBUM
MO3UTHUBHBIX PE3YJbTATOB TAKOTO AHAIN3a OCYIIECTBIISIIOT MOUCK TOYEYHBIX 3aMEH,
a TAaK)K€ KOPOTKHUX JIeJICHU/MHCEepIMA, B KOJMPYIOIIMX 5K30HAX M Ha TpaHUIaxX
AK30H-UHTPOH '€Ha METOJ0M CEKBEHHpOBaHus 110 CaHrepy. Eciii B yka3aHHBIX perMOHaxX
HE yJAaeTCs BBISIBUTH MYTalluu, 0Opa3ell HampaBisIlOT HAa MOMCK HU3BECTHBIX MYyTallMid
Brenax FI12, PLG, ANGPTI, KNGI, MYOF, HS30S8T6. W cnonb3oBaHue
cekBeHUpoBaHus 1o CrHTEpy, a TaK:Ke METOJI0B TapreTHou amienb-crnenuduunou I11[P
Y TUOPUAN3AINY TTO3BOJISIET BBISIBIISITH B U3BECTHBIX T'€HAX MYTAIIMHU, KOTOPHIE ONMKUCAHBI
Kak cBsizaHHbIE ¢ pa3BuTueM HAO. OHako BBISIBIIEHHE HOBBIX T€HOB, CBSA3b 3a00JIEBaHUS
C KOTOPBIMH BO3MOKHAa, TaKMMH METOJAMHU MAaJI0 OCylIecTBUMO. IIpum oTcyrcTBumM

BBIABJIICHHBIX HM3BCCTHBIX MYTaHI/Iﬁ B TaKMX TI'CHAX HNAIUCHTY MOKCT OBITh Ha3HAYECHO
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MMOJTHOTEHOMHOE WIM  TOJHO3K30MHOE CEKBEHUPOBAHMUE. [TonHOreHOMHOE
CEKBEHUPOBAHUE — CEKBEHUPOBAHUE HOBOT'O MTOKOJICHUS WIIA BBICOKOIIPOU3BOIUTEIBHOE
CEKBEHUPOBAHUE CIICAYIOLIETO MTOKOJICHUS, B OTJINYNE OT CEKBEHUPOBaHUs no CaHTepy,
MO3BOJISIET OCYILIECTBIISATh MACCOBOE MapajuIeIbHOE MPOYTEHHE OTPOMHOIO KOJINYECTBA
¢parmentoB JIHK o1HOBpeMEHHO U yCTaHOBUTD MOCJIEI0BATEILHOCT BCEX SK30HOB HIIH
Ja’K€ BCET0 T€HOMA MO CPAaBHUTEIBHO HU3KOW CTOMMOCTH. KpoMe TOro, TeXHOJIOrus
MAaCCOBOI'0 MMAPAJUICIBHOTO CEKBEHUPOBAHUS MO3BOJISIET AHAIW3UPOBATH HECKOJIBKO
JIecATKoB oOpa3noB 3a oxuH 3amyck [152, 180]. IIpomyckHasi crnocoOHOCTH
CEKBEHUPOBAHMSI T'€HOMHOr0 MaciiTadba sl UCCIEAOBaHUSA T'€HOB XOPOIIO H3BECTHA
[280], m »o2Ta TexHOJOTHS BCE OOJBIIE W OONbIIE TPUMEHIETCS B KadeCTBE
JUAarHOCTUYECKOTO0 MHCTPYMEHTA y JETEW C MOJ03PEHUEM Ha HAJIUYUEe MOHOTEHHOIO
3aboneBanus [ 124]. C ucnoiap30BaHUEM 3TUX METOJIOB TOJIBKO 3a TOCJIEAHNE TObI Obla
YCTAaHOBJIEHA B3aMMOCBSI3b MYyTAallMil B T€HAaX, OTBETCTBEHHBIX 3a peanm3anuto HAO
c HOpMallbHBIM ypoBHeM Cl-unruburtopa, onucanubix Boile [3, 72, 148, 166, 176, 192,
193, 319].

C nosBIEHHEM CEKBEHHPOBAHHSI HOBOTO IMOKOJICHUS MOCTOSHHO YBEJIUYUBAECTCSA
YUCJIO0 BHOBb UJICHTU(UIIUPOBAHHBIX MUCCEHC-MYTAIINH, B CBSI3U C Y€M OBIBAET TPYIHO
WHTEPIPETUPOBATh UX IMATOTCHETUYECKYIO 3HAYUMOCThH, MOCKOJIBKY HE BCE MYTAIUU
U3MEHAIOT CTPYKTYpY W/uiu QyHkuuio 6enka. boiee Toro, naxe B ciiydyae U3MEHEHUM
BO3MOXXHBI pa3JIMUHbIe TMOCIEACTBUS [IJisi TEX WIM WHBIX 3aboneBanHuit [213].
Jlo mpoBeneHust UCCIeAOBaHUNA HEBO3MOXXHO KJIACCU(UIIMPOBATH BHOBb BBHISBICHHBIC
MyTallUM KaK [aTOr€HETUYECKU 3HAauyMMble WM HEUTpalbHbIE W3-3a OTCYTCTBUS
nHpopmaru 00 uX (YHKIIMOHATBHBIX U (PEHOTUIIHUYECKUX MposiBlieHusX. [lorTomy,
[JIABHOM 3a/laueil CTAaHOBUTCSI HE BBISBICHUE HOBBIX MYTallui, a WX HUHTEpIpPETalUs.
PemienrieM mnpo0sieMbl SIBUJIOCH COBEPIICHCTBOBAHUE BBIYMCIUTEIBHBIX METOJOB U
pa3paboTka  HMHCTPYMEHTOB, TO3BOJSIONIMX  OCYIIECTBIATH  IMPEIBAPUTEIHHOE
MPOTHO3UPOBAHUE BIUSHUS HOBBIX MOJUMOP(MHBIX BapUAHTOB Ha CTAOWIIBHOCTb,
CTPYKTYpY U (QYHKIUIO O€Jika, CKPUHUHT MaTOr€HETUYECKOW 3HAYMMOCTH MYTallui
Ha OCHOBe aHanu3a in silico [206, 207]. Ucnonp3oBaHue TaKOro IMOJAXO0Aa IO3BOJISET

MMOJYYHUTDb JAaHHBIC O HOBBIX MYTAllHUAX B PA3JIMYHBIX I'CHAX, 6J1aronap51 UEMY MOABJISICTCA
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BO3MOXXHOCTh MOBBICUTH TOYHOCTb JMATHOCTUKM TE€HETUYECKH J€TEPMUHUPOBAHHBIX
3a007€BaHUN W NPUOIUBUTHCA K TMOHUMAHHUIO mMaToreHe3a. [1OCKOJbKY pa3iuyHbIe
crocoObl MPOTHO3a MOTYT JIaBaTh MPOTUBOPEUUBbIE pe3ynbTaThl [206, 207], nyis ananu3a
HEOOXOJIUMO TPUMEHEHUE OJIHOBPEMEHHO HECKOJIbKMUX METOJIOB, 0a3 JaHHBIX H
BeO-pecypcoB.

Takum o00pa3oM, XOTs MOTEHIMATBHO Kaxjas MyTalus MOXET OKa3aThCs
MaToreHeTUYeCKu 3HauuMon it pa3Butust HAO, HeoOX0ouM JOTNOTHUTENbHBINA aHAIU3,
MO3BOJISIIONIMNA OLEHUTh MOTEHIUATBHYIO) MAaTOI€HETUYECKYI) 3HAYMMOCTh BIIEPBBIC
BBISIBJICHHBIX MyTaluid. JIJisi MEepBUYHOTO BBISBJICHHUS] HOBBIX MyTalluid B T'€HaX, CBS3b
kotopbix ¢ HAO wu3BecTHA, a TakKe JJIsl TEHOB, I KOTOPBIX TaKas CBS3b HE OMMCAaHA,
Ha TIOMOIIb MOTYT MPUNUTHU METOABbl OMOMH(GOPMATUYECKOTO aHAIN3a, MO3BOJSIONINE
OIICHUTh TMOTEHIHAIbHYI0 MAaTOI€HETUYECKYI0 3HAUYUMOCTh BBISIBICHHBIX BapUaHTOB
in silico.

Ha II »tame wucciegoBaHus Ha OpUMEpPE MAIMEHTOB C PEUUAUBUPYIOLIIUMHU
AHTMOOTEKaMHU MOKa3zaHa 3 PeKTUBHOCTD HOBEMIINX METOJI0B
MOJIEKYJISIPHO-TEHETUYECKOTO0 00CIeI0BaHusl U NPUMEHEHHs OMOUH(POPMATUUYECKOTO
ananuza in silico pns mnoctaHoBku guarHo3a HAO ¢ HoOpMalbHBIM  YpOBHEM
Cl-unrubutopa B chydasix, HE MNOAXOJAIIUX [JS CTaHAAPTHBIX aAJITOPUTMOB
JTMATHOCTUKH.

boimu uccnenoBaHbl 00pa3ibl LEIbHOW KPOBU, MOJYYEHHBIE OT 23 MaI[ME€HTOB
¢ cumntomamu HAO 6e3 cHrkenus ypoBHel U @yHKuu C1-uHruouTOpa ¢ OTCyTCTBUEM
n3MeHeHn B rene SERPING I nns u3ydeHust MyTallui B T€HaX, OTBETCTBEHHBIX 3a HAO
C HOpMaJIbHBIM YpoBHEM C1-MHrHOUTOpa U X MOTEHIIMAIBHON NaTOT€HHOCTHIO.

Cpenu npefcTaBIeHHBIX 00pa3IoB OJUH ObLT MOJYy4YeH OT manueHTkn 14 et (Ha
MOMEHT Haydaja o0cJielOBaHUsl), y KOTOpPOH BIIEpBbIE MpPHU aHAIN3E PE3YyJIbTATOB
MOJTHOPK30MHOTO  CEKBEHHUpPOBaHMsI  Obljla  BBISIBIIEHA paHee HE  ONHCaHHas
muccerc-myTanusa NC 000010.10:2.95093020C>T B 42 sk3one rena MY OF (u30dopma
A) [3]. MyTtanus npuBOAMT K 3aMEHE apruHuHa Ha riayrTamMuH B 1590 mo3unuu
(p.-Argl590GIn, 1s201619869). Ilamuentka  sBASETCS  HOCUTEIEM  MYyTallUH

B ICTCPO3UTOTHOM COCTOSIHUHM, YaCTOTa BCTPEHACMOCTH MYTallMKM B TONYJIIWH,
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coritacHo 0azam maHHBIX NCBI, cocrtaBiasger 0,00006 maToreHETHUYECKOH 3HAYMMOCTH
B maroreneze HAO. Ilpu ananu3e TkaHeBOW CHENU(UUHOCTA C HCIOIb30BAaHUEM
ProteinAtlas, HanbGomnpinas BeipaxkeHHOCTh 3kcrnipeccun PHK MYOF u Genka noka3zana
B KOX€, MPOKCUMAIBHOM OTJIEJIE JKEeIYJJOYHO-KUIIIEYHOr0 TpakTa (BKJIIOYAs MUIIEBOJ,
CIIIOHHBIE JKEJIe3bl), OpraHax pemnpoayKTUBHON cuctembl. [lo pesynbraTam aHanmuza
C UCIIOJIb30BAHUEM BCEX Tpex BeO-pecypcoB MHCCEHC-MYTalus
NC 000010.10:2.95093020C>T B rene MYOF Oblna onpejesieHa Kak MaToreHeTU4eCKu
3HaunMmas. Onenka nporuosa s PolyPhen-2 cocraBuna HumVar = 0,953 u HumDiv =
1,000, ayia PhD-SNPg = 0,967.

Hogas muccenc-myrtamuss NC 000010.10:2.95093020C>T (p.Argl590GIn) naxe
B TETEPO3UTOTHOM COCTOSIHUM MOKET pacCMaTpUBaThCS KAaK NATOIEHHAs Yy JUI
¢ kimuan4yeckumu cumntomamu HAO [3].

AHanu3 o0pasIoB, MOJYYEHHBIX OT IByX He POACTBEHHbIX NANIUEHTOB, 1€BOYKH
13 jeT U MaJbYUKA 2-X JIET, CO CXOJHBIMU MPOSIBICHUAMU 3a00JI€BaHUS: JTOKATU3AIUs
OT€Ka MPEUMYIIECTBEHHO T'y0 U 53bIKa, MEPUOJUYECKH OOJIM B KUBOTE, HApPYyIICHUS
CTYyJIa, MPOSIBIICHUS XEIINTa U CXOJIHbIE CTPYKTYPHBIE U3MEHEHUS CITU3UCTOU Ty0.

W B TOM, U B ipyroMm o0pasiie BbISIBIIEHA MUCCEHC-MyTalus B 7 3k30He reHa F12
B romo3urotHoM cocrossuun NC _000005.9: g.176831826 C > G (rs17876030),
NPUBOSIIAS K AMHUHOKHCJIOTHOM 3aME€HE allaHWHa Ha mnpoJuH B 207 1o3unuu
npenponporenHa gakropa cBepTbiBanus kpoBu XII. YacToTa BCTpedaeMOCTH HaHHOM
AMUHOKHCJIOTHOM 3aMeHBI B 001eMupoBoi nomyssiiuu no naHHeiM NCBI cocTaBisier
0,019, B €BpOIEUCKON MOMYJISALIUU — 0,013
(https://www.ncbi.nlm.nih.gov/snp/rs17876030) [266].

[lepBoHnauanbubie BbIBOJBI U3 SNAP2 mpenmnonaraiu, 4To MyTaiusi MOXKET ObITh
HeWTpanbHOU. OnHako, yuntbiBass oueHKY SNAP2 -19 B codetanum ¢ oxxumaemou
TOYHOCTBIO 57%, MBI TpPEAIonaracM, 4YTO MHUCCEHC-MYTAlUs MOXKET OKa3aThCs
naroreHHoi. Jlma Oosiee riayOokoro, Oosee JAETAIBHOTO aHajdu3a  BIHSHUA
MHUCCEHC-MyTallui Ha Oenok ObUI HMCHOJB30BaH BeO-MHCTpyMeHT MutationTaster.
CornacHo mnporHozam MutationTaster, 3Tu u3MeHeHHs] B calTe CIUIaliCMHTa MpH

BBEJICHUM MHCCEHC-MYyTalluh BAUAIOT Ha no3unuto reHomHon JIHK 4760 Ha crhike
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9Kk30H-UHTPOH (cugc|GACGQG), uto mpuBOIUT K yBenuueHuto Acc (omeHka Mutation
Taster: nuxuit tun 0,56, myrtantaeii tun 0,77). Ha ocHoOBaHuM 3TOro aHaim3sa
Ha0I0/1aeMble MOIU(PUKAIIUU MOTYT YCHJIMBATh AKTUBHOCTH AK30HA 7, B KOTOPOM ObLiia
UJIEHTUPUIMPOBAHA MHUCCEHC-MyTalus. JTa aMmIUu@UKalnus UMEET MOTEHINAIbHbIC
MOCJEACTBUS JJisl aJbTEPHATUBHBIX MEXAHU3MOB CIUIAMCHHTA, YTO MPUBOAUT K POy
pe3yJbTaTOB, TAKUX KaK MPOU3BOJICTBO abeppaHTHBIX TpaHckpuntoB MPHK, nusmenenus
crtabunbHocTd MPHK 1 renepanus paznuynbix n30hopm 0eska, HEKOTOPhIE U3 KOTOPBIX
MOT'YT OBITh HE()YHKITMOHATBHBIMU WM IEMOHCTPUPOBATH U3MEHEeHHbIe pyHKuu [131].
[IpuMeuarenbHO, YTO CJHEAYET OTMETUTh pPE3YyJbTaThl BIMUSHUS MHCCEHC-MYyTalluU
Ha pyrve MO3UIMU Oesika, YTO MOXKET MPUBECTH K BO3MOXKHOW TOTEpe (PyHKIHUH
HEKOTOPBIX PEruoHoB. B dacTHoCcTH, HamM HaOIIONEHHS YKa3blBalOT HA U3MEHEHUS
B TaKUX BaXHBIX JoMeHax, kak Kringle (217-295), Pro-rich (296-349) u B no3unuu 328,
B KoTOpo# myTanuu cBsizanbl ¢ HAO ¢ HopmanbsHbiM ypoBHeM Cl-unruduropa [110].

KpoMe TOrO, KOHCOMMAMPOBAHHOE TMPEJCTABICHUE MNATOTEHHOCTH MYTallWH,
MOJIyYEHHOE C MOMOIIbI0 pa3nuyHbiX miatdopm, Takux kak PhD-SNP, PolyPhen-2,
PROVEAN, Mutpred2, SNAP2, MutationTaster u I-Mutant Disease, oToOpaxaer
CIEKTp: B TO BpeMsi Kak HEKOTOpPble HMHCTPYMEHTHI YyKa3blBAlOT Ha €€
n00pOKauYeCTBEHHYIO MpUPOAyY, Ipyrue, Takue kak [-Mutant Disease (IR 6) u HOPE
(omenka 1,14*10-6), yka3plBalOT Ha €€ MOTEHIMAIbHYIO MAaTOT€HHOCTh. OTHU
HETPAJUIIMOHHBIE TTPOTHO3BI YKA3bIBAIOT HA CIOKHOCTh UHTEPHPETAIIUU T€HETUYECKUX
MyTallui U MOJYEPKUBAIOT HEOOXOJUMOCTh MHOTOTPAHHOTO MOJXO0Ja I UCTUHHOTO
MMOHMMAHUS UX TIOCJIEICTBUH.

Takum o0Opa3oMm, O3TH pe3ylbTaTbl MOJYEPKUBAIOT  MPEANOIOKUTEIHHO
MAaTOreHHYI0 MPUPOAY MyTalldd W TOJYEPKUBAIOT HEOOXOAMMOCTh €€ OyIyIIuX
yIIIyOIEHHBIX KIMHUYECKUX UCCIIEIOBAHUM.

[loTeHunanbHOE BO3ACHCTBHE MyTalMH €Ile OOJbIle YCWIMBAETCS €€
nosioxenueM B fomeHe EGF-like 2 u ee npeanosniaraeMbiM BO3JE€HCTBUEM HA CTPYKTYPY
0eJika, BO3MOKHO, BIUSIONIMM Ha €r0 CTaOMIBHOCTh U ()YHKIIMOHATBHYIO aKTUBHOCTb.

Kpome Toro, OuounHpopmaTHyecKre HWHCTPYMEHTHl 3HAYUTEIbHO YCKOPWIM aHalu3,



212
MIPOIEMOHCTPUPOBAB CBOIO MEPCIEKTUBHOCTh B BBISIBICHUU U MOHUMAHUU MATOT€HHBIX
MyTalui, 0COOEHHO B PEAKUX CIyUasiX, MOJOOHBIX ITUM.

B nsatu ciyuasx, y o4HOM JeBOYKH U YeTbIpeX MaJb4YUKOB, ObUIH BbISBIICHBI
MyTanuu B rene HS3S76. [lokazanbl 4eThIpE MyTAIlUU, IPUBOIAIINE K AMUHOKUCIOTHBIM
3aMeHaM, IIPU 3TOM Y JABYX MallMEHTOB BBISBISIU MO ABe MyTanuu. MHTEpecHo, uTo,
HECMOTpSI Ha OTCYTCTBHE POJCTBEHHBIX CBsI3€H, MHUCCEHC-MYTalluu
NC 000016.9:2.1962132G>A u NC _000016.9:2.1962046C>T npexacraBieHsl y IBYX
nanueHTtoB, a mucceHc-mytanuss NC 000016.9:2.1961674G>C y Tpex NauHUEHTOB,
IIPUYEM B OJJTHOM CJIy4ae 3aMeHa B TOMO3UI'OTHOU (popme.

C nomompio BeO-pecypcoB HOPE u MutationTaster2021 Obpuid  1modydeHbl
MIPOTHOCTUYECKUE JaHHBIE O MOTEHI[MAILHOM BIUSHUM BBISIBICHHBIX aMUHOKHUCIOTHBIX
3aMEeH Ha CTPYKTYpy W (PyHKIHIO Oelika Ha OCHOBAaHMU MH(GOpPMALUU O JIOKAIU3ALUU
UCCIIETyEMbIX MO3UIIUM, a TAaKXKe pa3Iuuyuii aMUHOKHUCIOT B HOPME M MpPH 3aMEHE.
MrucceHnc-myTanuu NC 000016.9:2.1962132G>A, p.-A163V u
NC 000016.9:2.1962046C>T, p.A192T noteHIManbHO CIOCOOHBI TPUBOJUTD K MOTEPE
(YHKIIMOHATBHON  aKTUBHOCTH  JIIOMHUHAJIBHOTO  JIOMEHa U, COOTBETCTBEHHO,
Moau(dUKalUsIM B CTpO€HUM Oelika, U3MEHEHUSM calTa CIUIaliCMHTa, WU3MEHEHUSIM
¢byukiuu G6enka. Myrtamus NC 000016.9:2.1961674G>C, p.L316V moxeTr uU3MeHSTh
¢dyHkiuio Oefka 3a cueT BIMSHUA Ha B3aUMOJACHCTBHE JOMEHOB. TOJBKO MyTalus
NC 000016.9:2.1962024G>A, p.P199L nokamn3zoBaHa B BBICOKOKOHCEPBATUBHOM
peruoHe, 3a CYET 4Yero MOXET CTaThb NPUYMHON HW3MEHEHHs KoHpoOpMaluu U
MOBPEXIEHHUS O€lKa, a TAK)XKEe HapyIICHUS B3aUMOIEHCTBUS C APYTUMU MOJIEKYJIaMU WK
OPYTUMU YacTsIMH Oerka.

O1eHKa BIUSIHUSL TOYEUYHBIX MyTallUid Ha CTAOMJIBHOCTh O€JIKa: COrIacCHO aHAIU3Y
BJIMSIHUSA MYTalUUW ¢ UCMONb30BaHueM BeO-npuioxxennid MUpro u [-Mutant Suite, Bce
O0OHapyXKEHHbIE aMUHOKHUCIIOTHBIE 3aMEHBI TPUBOJISAT K CHUKEHUIO CTAOMIIBHOCTH OeKa,
npu 3TOM 3HAYNMOE CHI)KEHHE MIOKa3aHO ISt MHUCCEHC-MyTalui

NC 000016.9:2.1962046C>T u NC_000016.9:2.1962024G>A.
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OueHka MaTOreHETHYECKOW 3HAYMMOCTH TOYEYHBIX MYTAUMW: MO pe3yJibTaTaMm
aHaJIM3a C UCIIOJIb30BAHUEM BCEX YETHIPEX BEO-PECYPCOB TOJIBKO OHA MUCCEHC-MYyTalUs
NC 000016.9:2.1962024G>A O6bu1a onpejiesieHa Kak MaTOreHETUYECKU 3HaUYnMasl.

[Ipu ucnonb3zoBanuu BebO-pecypca [-Mutant Disease mokazaHo, 4TO MyTallUu
NC 000016.9:2.1962132G>A u NC _000016.9:2.1962024G>A moryT ctaTh NPUUYHUHON
pazButus HAO. Opnnako, coriacHo pesyiibTatam aHaiau3a ¢ nomoiisto PolyPhen-2,
MaTOreHETUYECKHU 3HAYUMOM SBJISIETCS TOJIbKO MHUCCEHC-MYTaIus
NC 000016.9:2.1962024G>A. Tlo nanasim PROVEAN, 3a0oneBanue MOryT BbI3BaTh
muccenc-myTtaiuun - NC 000016.9:2.1962132G>A u  NC 000016.9:2.1962024G>A.
B 10 )e Bpemsa, mo mporHo3zam MutationTaster2021 aMHUHOKHCIOTHBIE 3aMEHBI
NC 000016.9:2.1961674G>C, NC 000016.9:2.1962046C>T U
NC 000016.9:2.1962024G>A HEe UMEIOT MATOTE€HETUYECKOrO XapaKTepa.

Buzyanuzamnust tperuuHodt ctpyktrypel Oenka HS3ST6 ¢ momompio pecypca
PyMol, a takxe nanubie 6a3b1 UniProt mo3Bosuiu onpenenuTh, KaKue UMEHHO OTEIbI
OeJika 3aTparuBaroT OOHapy>KEHHbIE MyTal1H.

CornacHo MOJy4YEHHBIM pe3yJibTaTam (6aza JAHHBIX UniProt,
https://www.uniprot.org/) [297], nns ©Oenka HS3ST6 xapakTepHbl HECKOJIBKO
HEYMOPSAOUYCHHBIX PeroHoB (1-21, 55-85 aMUHOKHUCIOTHBIEC MO3UIMU) U PETHOHOB,
OTBEYAIOIIMX 3a CBsI3bIBaHUE ¢ cyOcTtparoM (122-128, 153-156 u 220-221 no3unumn).
Kpome Ttoro, ammuokucnorusle nozumuu 100-104, 181 u 189 B3ammomencTByrOT
¢ 3'-dpocdo-5-anenuncyapharoM U UrparOT BaXHYIO pPOJIb B (PU3UOJIOTHUYECKU
HOPMaJIbHOM (DYHKIIMOHUPOBAHUM O€JIKa.

[Ipennomaraercs, uyro  MucceHc-myTtauun  NC 000016.9:2.1962132G>A
(p-A163V), NC 000016.9:2.1962046C>T (p.A192T) u NC _000016.9:2.1962024G>A
(p.P199L) yuactBytor B maroreHeze HAO mo pa3nuyHbIM Cli€HApUsIM, CBSI3aHHBIM
¢ HapyuieaneM O-cynbhupoBanus renapaHcyibdara.

Takum o6pazom, Mbl cuutaeMm, uro MyTtanuu NC 000016.9:g2.1962132G>A
(p.A163V) 3aneiictBoBana B martoreHese HAQO 3a cyeT KOCBEHHOTO WJIH
ornocpeaoBaHHOro HapyiueHus: O-cyinb(pupoBaHus renapancyibpara HENOCPEICTBEHHO

BHYTpH Oenka. Mytanust NC _000016.9:2.1962024G>A (p.P199L), no Bcelt BuIuMocTH,
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NPUBOJMUT K Pa3BUTHUIO 3a00J€BaHUS 3a CUET HAPYIICHHUS] KOHTAaKTa WIH OOBbEAMHEHUS
c renapancyibparom SDC2. ITpu myrtanuu NC 000016.9:2.1962046C>T (p.A192T)
necrabunuzanus 192 aMuHOKUCIOTHOM o3utinu psigoMm ¢ PAPS, moxkeT criocoOcTBOBATH
cpeiBy O-cynbdupoBaHusi remapaHcyyibdara 3a CUET HapylleHHs (PYHKIIHMOHAIbHOU
aKTUBHOCTH 0Oe€lKa W, COOTBETCTBEHHO, KaTajli3a MEepeHoca CyJb(Orpymnibl
Ha renapascyib@aTr cuHaekaHa 2. Bo Bcex Tpex ciiydasx IpeacTaBIeTcsl BO3MOKHBIM
(dopMHpOBaHHE TATOJOTMH B CBSI3M C HapylmieHHeM »TanoB O-cynbpupoBaHUs
renapancyibpara  cuHAekaHa 2.  BmepBele  omMcaHa = MHCCEHC-MyTalus
NP _NC 000016.9:2.1962024G>A (p.P199L), xoTopas criocoOHa BbI3bIBATH KHHUYECKUE
cumntombl HAO y manueHToB ake B Cy4yae reTepO3UrOTHOrO HOCUTENBCTBA, M MOKET
OLICHUBATHCS KaK NaTOr€HETUYECKU 3HAYUMAs. MucceHnc-MyTanuu
NC 000016.9:2.1962132G>A (p.A163V) u NC 000016.9:2.1962046C>T (p.A192T)
MOTYT paccMaTpUBaTbCAd KaK YCIOBHO MAaTOI€HETHMYECKH 3HAYHMMBIE Y  JIUI]
c cumntomatnkoii HAO, HO TpeOyroT Oosnee IIyOOKOro HcCaeqoBaHUS y4acTHs
B maToreHese 3aboeBanus [72].

VYuuTsiBas, 4TO METOAbl in silico OTKPBHIBAIOT HOBBIE BO3MOXXHOCTU OIIEHKH
NATOT€HETUYECKOW 3HAYMMOCTH MYyTalui, NpUMEHEHHEe OHOMH()OPMATUUECKOTO
aHaJIn3a MOXET CIOoCOOCTBOBATH NETAIIbBHOMY UCCIIEIOBAHUIO HAO.
buonHpopManMoOHHBI aHAINW3 TOKa3al INIYOOKYH0 B3aUMOCBS3b MEXAY YPOBHIMHU
ACTPOreHa, TeHETUYECKUMHU MYTallUsIMU U CIOXKHBIM IyTeM OpaJMKMHUHA B 3aITyCKe
nposiBinennii HAO. [lonyuyeHHble HaMHM JaHHBIE MOKA3bIBAIOT, YTO PEIKHE MYyTalUuu
B reHax F'12, MYOF, HS3ST6 moryT ObITh 3aselicTBoBaHbl B natorenese HAO u moryt
IIPOBOLIMPOBATh OTEKH 3a CYET MOBBILIEHHOrO penu3a OpagukuHuHa. Kpome Toro,
oOHapyxeHHass Hamu HoBasg MucceHc-myTtanus NC 000010.10:2.95093020C>T
(p-Argl590GIn) B rene MYOF paxe B TeTepO3UTOTHOM COCTOSSHUM MOKET
paccMaTpuBaThCs KaK MATOT€HHAdA y JUIl ¢ KinHudeckumu cumnromamu HAO [3].

AHanu3 u 00Cy:KIeHHe BO3MOKHOCTH HMCIOJIb30BaHusl pyHkuuonana MUC
AJIsl OLleHKH /MOHMTOPHMHIa 3200/1eBAMOCTH AJLJIEPrUYecKuX 0ojie3HeH y JeTei.

TpaauIIMOHHBIM HUCTOYHUKOM HH(MOpMalMM JJIs U3yuyeHus 3adosieBaeMocTu B Poccuu
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sasercs ¢dopma ®CH Nel2, cBemeHuss m3 KOTOpOM TMpoaHAIM3UPOBaHBI Ha | aTame
UCCIIETOBAHMUS.

B To0 ke Bpemsi, HAIMOHAJIBHBIM MPOEKTOM «3ApaBOOXpaHEHUE» HUGPOBU3AIUS
omnpeJielieHa KaK OJIHa M3 OCHOBHBIX 3anad [75]. B Hacrosimiee Bpemsi mpoaoJnKaeTcs
aktuBHOE BHeapeHue MUC, koTopble 00BEIUHSIOT 3JIEKTPOHHBIE MEIUIIMHCKUE KAPTHI,
JAHHbIE JTA0OPATOPHBIX W HHCTPYMEHTAIBHBIX HUCCIEJOBAHUM, CUCTEMY MOJJEPKKH
MPUHATHS BpaueOHBIX PEIICHUN U MHOTO€ IPYrO€ B 3aBUCUMOCTHU OT PETUOHA U CTPAHBI.
B MockBe co3maH ¥ BHEIpPEH BO BCE TOPOJACKHE amMOyJaTOPHO-TOJUKIMHUYECKHUE
LEHTPHI, TOPOJCKHE OONBHUIIBI, CTAHIIMU CKOPOU METUIIMHCKON MOMOIIU U PSAJl APYTHUX
TOPOACKUX MEAUIIMHCKUX OpraHU3aluid [IEHTPAIM30BaHHBIM MPOrPaMMHBINA MPOAYKT —
EMUAC [57, 165]. Jnsa wmeaunuHckux paboTHUKoB EMUAC — HeoOXxoauMbIi
MHCTPYMEHT €XEIHEBHOW KIMHUYECKOW TMPAKTUKH, JUIsi HCCIenoBaTene —
MEPCIIEKTUBHBIA pecypc, 0aza aeMorpauyeckux, aHaMHECTUYECKHUX, JTa0OpaTOPHBIX
JTaHHBIX. B TO e BpeMs HCMOIb30BaHUE PA3IUYHBIX MEAUIIMHCKUX UH(POPMAIMOHHBIX
CUCTEM 3paBOOXPAHEHHS B KAUECTBE pecypca AMUAEMUOIOTUUECKUX CBEICHUI UMEeT
pSJl OTPAaHUYEHUM, HAIPUMEP TEXHUYECKYI0 HECOBMECTUMOCTb, B Pe3yJibTaTe KOTOPOM
MEJIUIIMHCKHE PAOOTHUKHU HCIBITHIBAIOT TPYAHOCTH Mpu oOMeHe (aitmamu [9, 57],
OTJIMYAIOIINICS/CI0XKHBIN  BeO-au3aiitn  umHTepdeiica [149, 163], ocobeHHOCTH
TpeOboBaHuii K obOecnedeHuto Oe3omacHocTH JaHHbIX [103, 285], pasznuunyio
(dbyHKIIMOHANBHOCTE [217, 252], HEAOCTATOUHYIO TPOQPECCUOHATIbHYIO TOAIEPKKY [162,
247], orpaHuueHHs] AOCTyNa B cucTeMy (Hampumep, yaaneHHoro) [102, 149], muzkoe
KaueCTBO BHECEHHBIX MJaHHBIX [154, 302]. BonbmIMHCTBO YyKa3aHHBIX MpobieM
BO3HUKAIOT BCJEJCTBHE HECOOIIOJICHUS] CTAaHAAPTOB, MPOLEAYP M MOJIb30BATEIHCKUX
pekomenpanuu [112].

JIumib B HEOOIBIIOM KOJIMYECTBE My OJIMKAIUi, pa3MelIeHHbIX B 0a3e Poccuiickoro
MHJIEKCa HAYYHOI'0 IUTHPOBAHM, YKA3aHO Ha HUCIOJb30BaHne Bo3MoxkHocTel EMUAC
IJI W3BJICUCHUS JIOTOJIHUTENIBHBIX CBEICHUW M HMX aHanmu3a [26, 46, 58, 86, 90].
Enunuunbie nyOnukanuu coiep:KaT pe3yJbTaThl aHalu3a MPUYUH CMEPTHOCTH,
MPOJIOJKUTEIBHOCTA JKU3HU TIPU OTHACIBHBIX HO30J0ruaX [66, 84]. Kpome Toro,

MO JaHHBIM JIUTCPATYPHBIX MCTOYHHUKOB, (bYHKHI/IOHaII N BO3MOXHOCTH MCIHIIMHCKHX
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nH(popmarmoHHeIX cucteM, B yactTHoctu EMUAC r. MoCKBBI, Kak UHCTPYMEHTA paHHEH
JUAarHOCTUKH, MOHUTOPUHTA KOHTPOJIS AJUIEPTHYECKON MATOJIOTUH, a TAKXKE B KAUECTBE
HUCTOYHUKA HIUJIEMHUOJOTHUYECKON uHpopMmanuu A3 y [AeTeil He WuccieaoBacs.
He npoBoausicst cpaBHUTENbHBIN aHanu3 ¢ JaHHBIMU (popMbl @DCH Nel2.

Takum o6pazom, ompeneneHue noreHuana ncnoipzoBanus EMUAC B kauecTBe
ONTHUMAJIbHONW CHCTEMBI CTATHCTUYECKOTO yYE€Ta SMNHUAEMUOJOTMYECKUX CBEICHUU U
MHCTPYMEHTA OLICHKU/MOHUTOPUHTA aJUlepruyeckux OoJe3He y jaeTedl crajo
OCHOBAHHUEM JIJisl MPOBEJICHUSI TIOCIIEIYIOIINX TAMOB HAIlIeH paOoThI.

JIns aHanmu3a BO3MOKHBIX MPUYMH BBISBICHHBIX HA MEPBOM 3Tale HU3KUX LUPP
o 3a0oneBaemoctH (Mo obpamaemoctu) o A3 u3 yuetHor Gopmbr ®CH Nel2 u mns
pelieHus 3a7ad CIeayIolero 3Tamna, ObUIM MPOaHaTW3UPOBaHbI METONOJIOTUH cOopa
MEIUIIMHCKOW HH(OpMAINHU, MOCTYMAOUEd OT MEeAHaTPOB MU Y3KUX CIEHUATMCTOB
B MEIUIIMHCKUE 0a3bl JaHHBIX. B nanbHeiiiiem, ObUT TPOBEJEH CPABHUTEIbHBINA aHATU3
3a0071€BAEMOCTH  AJUIEPTUYECKUMU MATOJOTUSIMU TO peecTpaM aJljIeprojoroB Hu
nenuatpoB u3 EMUAC (na npumepe r. Mocksbl) ¢ nanabiMu 13 @CH Nel2 u Bo3MokHast
3aBUCUMOCTh MOJYYEHHBIX JAHHBIX OT METOJUKHU cOOpa MepBUYHON MH(OpMAIINU U €€
00pabOoTKH B pa3IMYHBIX (POPMaxX CTATUCTHYECKOTO yUETa.

beul mpoBeneH pETPOCNEKTHUBHBIA OJHOMOMEHTHBIM aAHAJN3 JJIEKTPOHHOU
MEIUIMHCKOW  aokymeHTanmu n3 EMMAC mnmanueHToB  JETCKOro  BO3pacTa,
npukperieHHbIx K 1ByM AIIL] onHoro okpyra r. Mockssl (BeiOopka 60 851 peOeHok, Bce
JeTH, NpuKperyieHHble K ykazanHbiM Allll); moapoOHO wu3yueHa »BJIEKTpOHHAas
MEJIUIIMHCKAST JJOKYMEHTAIUS MAIMeHTOB ¢ A3, BKIIOUYECHHBIX B PEECTPhl HAOIIOJCHUS
ameproyiora U neauarpa (1 888 mamMeHTOB) W UX CpaBHEHHE C arperupoBaHHBIMU
CBeJIeHUsIMU cTatucTuieckoi (rogoBoit) otuetHocTr mo CH Nel2 tex ke AIILL.

B Hauane ucnoiap30BaiCh arperipOBaHHbIC JaHHBIE CTATUCTUUYECKOU (r0J0BOM)
otuetHocTH PCH Ne 12 ¢ mpunmoxeHusiMH 3a TpexJieTHUM mepuon (sHBaps 2020 —
nexkabpp 2022 r.) mo Kjaccy OTAENbHBIX HO30JIOTHUM, OTHOCSIIHUXCS K aJlJIEPTHUYECKUM
OoJe3HsIM: amiepruyeckuil punut/mosmunos (J30.1); actma, actmaruueckuii crtatyc (J45,
J46); atonmueckuit nepmarut (L20, L20.8, L20.9, L.24.9); numesas amneprus (L27.2);
kpanuBHuIa (L50.0-L50.9); aarunoorek (T78.4).
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3aTeM M3BJIEKAINCh U AHAIU3UPOBAJIMCH CBEICHUSA O MAIMEHTaX M3 PEECTPOB
HaOmoaeHus amieproiora-ummyHnosiora u neauarpa EMHUAC B nByx AllL 3a 2021 u
2022 rr. TakXke Mo CIeAYIOIIMM HO30JIOTHSM: aluIepruueckuil puHUT/momuinHo3 (J30.1—
J30.4); actma, actmaruueckuid crtatyc (J45, J46); aronmueckuii aepmatut (L20);
kpanuBHuiia (L50.0-L50.9); anruootek (T78.4); (tabnuist 1 u 2 uz ®CH Ne 12).

Bce cBemeHMs 0 manuMeHTax aHAIM3MPOBAIM B JCMEPCOHAIU3UPOBAHHOM BHJE.
Jlanee nMpoBeAEeH X CPAaBHUTEIIbHBIN aHAIIN3.

[To manabiMm @CH Ne 12 cpenu 60 851 pebenka, npukpemienHoro Kk Asym Al
KOJIMYECTBO JeTell ¢ BepuduiupoBaHHbIM auarHo3oM bBA  cocraBuino 619.
3ab0y1eBa€MOCTh JI€TEM ayuiepruuyecKuMu OOJIE3HSIMU B 3aBUCUMOCTH OT BO3pacTa
mo ®CH Ne 12 (ot oOmero wumcma JAeTed JaHHOTO  BO3pacTa) COCTaBHJA:
BA nmo 4 ner — 0,4%, 5-9 mer — 1%, 10-14 nmer — 1,6%, 15-18 mer — 0,8%;
AP g0 4 nmer — 0,1%, 5-9 mer — 1,7%, 10-14 ner — 2,4%, 15-18 ner 2%;
At/l no 4 ner — 0,3%, 5-9 nmer — 0,3%, 10-14 ner 0,2%, 15-18 ner — 0,2%;
kpanuBHULa 10 4 netr — 0,7%, 5-9 netr— 0,7%, 10-14 netr — 0,6%, 15—-18 et — 0,3%;
AO mo 4 mer — 0%, 5-9 mer — 0%, 10-14 ner — 0%, 15-18 mer 0%;
numieBas amieprus 1o 4 iget — 0,6%, 5-9 netr — 0,5%, 10-14 gmer — 0,2%, 15—18 ner
— 0,2%. Kpome TOro, Hamu NpOAHAIU3UPOBAHO U PACHPEAECICHUE AJIEPTHUYECKHUX
oone3neit mo Bo3pactam u3 ®CH Ne 12 ot o61miero yncia BBICTaBICHHBIX JUArHO30B.
Hawnbonpliee KOJIUYECTBO MAIMEHTOB C AJNIEPIUYECKUMHU HO30J0TUSIMU OTMedeHO: AP
B Bo3pacte 10—14 ner; AT/l B Bo3pacte 5-9 ner; bA 10-14 ner; kpanuBHua 5-9 u
10—14 net; numeBas aeprusa 5—9 ner.

ITo JTAHHBIM EMHUAC aByx  AIILI, B peectp HaOJI0ACHUS
ajieproyiora-uMMyHosora ObuUi0  BKIOUueHO 1444 pebGeHka ¢ pa3IUYHBIMU
amepruyeckumu 0onesnsimu. [Ipu stom B peectp EMUAC npodunsHoro cnenuanucra
aJUIEpProjiora-MMMYHOJIOTa HE BKIJIKOYEHA Takas HO30JI0Tus, Kak DBA; OTCyTCTBYIOT
JIMArHO3bl, COOTBETCTBYOIIUE mnuineBoil amiepruu (L27.2 — aepmaTuT, BBI3BAaHHBIM
chefeHHou nuiient u T78.1 — npyrue nposiBiaeHUs NaTOJIOTMYECKON peakuy Ha THUIILY).
[Tarmentsl ¢ guarHo3oM BA Ha MOMEHT HMCCIEIOBAHUS NONAJaid B PEecTp Bpaya

ajJieprojiora-uMMyHOJI0ra, TOJIbKO €CJIN YKaSaHHBIﬁ AUAarHo3— COHYTCTBYIOHlHﬁ.
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Tak, mo ®CH Ne 12 cpenu 60 851 pebenka, npukperuieHHoro k asym Al
KOJIMYECTBO JAeTel ¢ Bepu(pUIUPOBAHHBIM guarHo3oM BbA coctaBmio 619. B 1o ke
BpeMsi, Konu4yecTBO neteit ¢ BA, HabmogaemMbIx neguaTpom (Mo JaHHBIM peecTpa 3TOro
cnenuanucra B EMUAC), coctaBuiio 537. Ilpu stom B cucteme EMUAC u3 537 nereit
¢ nuarHo3oM bA 91 peOeHOK Bce ke YUCIUIICSA B peecTpe HaOMIoACHUsl aJlieprosiora,
HO TOJIbKO 1O TPUYMHE HAIU4YUsl KOMOPOMAHOW marojmoruu  (OTHOCSIIEHCS
o pamxuposanuto cucteMbl EMHUAC k annepromoruueckomy npoduiio).

[Ipu cpaBHuTenbHOM aHanu3ze JaHHbBIX DOCH No 12w 37EKTpOHHBIX KapT
nanueHToB B EMUAC (peecTtpoB HaOMIOAeHUS TIEUATPOB M AJIEPTrOJI0OTOB MAIlUEHTOB
C aJNIEpruYecKUMu 00sie3HSIMHU, KpoMe BA) BBISIBJIEHBI CIEAYIONIUE PaA3JIUUUs: YUCIIO
nanueHToB ¢ AP coctaBuiio 1001 u 1059; ¢ A1/l — 142 u 345; ¢ kpanuBHuiet — 363 u
33; ¢ AO — 4 u 16 coorBercTBeHHO. [lumieBoil amneprueid crpananu 233 pebenka
o ceenennsiM @CH Ne 12, o1HaKo HUKTO U3 HUX HE YUCIIUIICS B peecTpax HaOII0eHUS
CIIEUAITUCTOB B EMUAC. 3HAYUTEIIBHO OTJINYAIOLINECS JTaHHBIE
o pacnpoctpaneHHoctu A3 y nereit u3 ®HC Ne 12 u peectpos Habmoaenus EMUAC,
BEPOSITHO, CBSI3aHBI C ONPEIETICHHBIMU OCOOCHHOCTSIMU yueTa AaHHbIX kKak CH No 12,
tak u EMUAC.

[Io pmannbiM HamumoHanbHBIX LIEHTPOB MO KOHTPOJIO HAJ 3a00JEBaHUSIMU U
npodunaktuke, B CILIA B 2021 r. pacnpoctpaneHHocTh Tekymieit BA cocraBuna: 1,9%
cpenu aereut ot 0 no 4 net, 7,5% cpenu 5—11-netaux, 8% cpenu 12—15-netaux u 9,5%
cpeau 15—-17-neTHUx JeTel; CE30HHBIMU MposiBIeHUsSMU amneprun (AP wunu
PUHOKOHBIOHKTUBUTOM) cTpaganu 18,9%, A1/l — 10,8%, numeBoit amieprueit — 5,8%
neret [223, 257]. UccnenoBanue nepBoit ¢a3zsl GAN ¢ UCMOIB30BaHUEM METOAO0JIOTHH
ISAAC, Bxmrouunsmiee 101 777 nereit (67 net) B 44 nentpax B 16 ctpanax u 157-784
noapoctka (13—14 ner) B 63 nentpax B 25 ctpanax (kpome Poccuiickoit denepannn)
MOKa3ajo, 4To TeKylas 3abosieBaeMoCThb cpeau aeteit 6—7 u 13—14 net 9,1 u 11,0% ans
BA; 7,7 m 13,3% nmas CEe30HHOTO PUHOKOHBIOHKTHBHUTA, 5,9 m 6,4% nna At/]
COOTBETCTBEHHO [ 166, 238, 276, 317].

HecmoTpss Ha yCTaHOBJIEHHOE€ B MWCCJIEAOBAHUU PACXOXKICHHUE pE3yJIbTAaTOB

M0 JaHHBIM  opuUUaNbHBIX HUCTOYHMKOB — DOCH Ne 12 (3adukcupoBaHHBIX
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1o 00paIaeMoCTH JUAarHO30B) W pPEEeCTpPoOB IeawaTpoB U amieproioroB B EMUAC,
BBISIBJICHA HU3KAas 4aCTOTa BEpUPUIIMPOBAHHBIX IMAarHO30B A3 y ieTeil B 000UX cliydasx.
210 MOATBEPAKAAET  HEOOXOJIUMOCTD COBEpIICHCTBOBAHHUSI ~ HHCTPYMEHTOB
CBOECBPEMEHHOM TUArHOCTUKU A3 y A€TEl B PEaIbHON KIMHUYECKON PAKTUKE MearuaTpa
Y aJlJIeproJiora.

Pa3pabotka u wuHTerpanmusa B CucTeMy MNOPOCTBIX aJITOPUTMOB BepUDUKALIUU
JUarHo3a ¢ HCHoJib30BaHueM IMaTGopmbl U Bo3MmoxkHocTeh MMUC (Ha mnpumepe
EMUAC) pact meamaTpaM U Bpadam-ajuieproyioraM IU(pOBbIE WHCTPYMEHTHI IS
CBOEBPEMEHHOMN HUAarHOCTUKU A3 M KOPPEKTHOrO ydeTa 3abojieBaHUN. DTO SBWIOCH
OCHOBAHHUEM [IJIsl TIPOJIOJKEHUST Halllel pabOThI U JIJIsi PEIICHUS! BBISIBICHHBIX TPOOIEM
Ha MPEAbIIYIINAX dTanax.

HUcnoab3oBanue Bo3moxkHocTeir MUHUC Ha mepBoM M BTOPOM YPOBHSX
CHUCTEMbI 3ApPaBOOXpaHeHusi. MapumpyTusanmusa Jered ¢ aJJIepru4ecKUMU
00J1e3HAIMH HA COBPEMEHHOM JTame. B Hacrosdiiee BpeMs MPOLECC MEIUIMHCKOTO
CONPOBOXKJICHHS JIETe C MPEeanoiaraéMbiM JUAarHO30M aJUIEPrUYecKuX 3a00JieBaHUM
MOYKHO YCIIOBHO pa3feInuTh HA TPU OCHOBHBIX dTamna:

1)  mocTaHOBKa MpeABAPUTEILHOIO IUArHO34;
2)  JIuarHocTuka v Bepu(UKalus AUarHosa;
3) MOHHUTOPHHT KOHTPOJIS 3a00JICBaHMUS.

Ha nmepBoM ycnoBHOM 3Tarne Bpad MEPBUYHOTO 3BEHA — IMEAUATP — BBICTABISAECT
MpeBAPUTENbHBIA TUAarHO3, MOCIE YEro HampaBiseT MalueHTa WK K NpodribHOMY
CIEUUAIIUCTY — aJuIeproyiory, Wik, NP HEOOXOJUMOCTH — K IMYJIBMOHOJOTY IpHU
JOCTYITHOCTH €r0 Ha BTOPOM YPOBHE.

BTopoii yCnoOBHBIM 3Tanm COCTOMT B AAJIbHEUIIEM JUArHOCTHYECKOM IMOUCKE H
BepU(PUKAIIUU OKOHYATEJIbHOTO JUarHo3a MNalUMeHTy MNpO(UIbHBIM CHEHHAIUCTOM —
aJIEPTOJIOTOM UJIU ITYJIbMOHOJIOTOM.

Tpernii yCHOBHBIA 3Talml peAIU3yeTCs] IYTEM OCYUIECTBIEHUS KOHTPOJIA
3a TeUeHHWEM 3a0o0JieBaHUs U, TPU HEOOXOJAMMOCTH, HaMpaBJICHUEM TNalMEeHTa

B YUYPCIKACHUC CUCTEMbI 3/IpaBOOXPAHCHUA TPCTHETO YPOBHA.
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Takum 00pa3om, 1o pe3yiabTaTaM MPOBEICHHOTO aHajlu3a MPOILIECCOB B CUCTEME
3IpABOOXPAHEHHUS], YTBEPKICHHBIX HOPMATHBHBIMH AaKTAMH, B paMKax BOIPOCOB
UCCIIETyEMBIX B HACTOIIEH paboTe, MOKHO BBIJIETUTD JIBA OCHOBHBIX OM3HEC-Tpoliecca
— TO €CTh MOCJIEAOBATEIBLHOCTh JEUCTBUM, OCYIIECTBISIEMBIX BpauoM MOpU padoTe
B EMUAC npu npoBeieHNY ITpreMa MalueHTa:

1. [Ipormecc mUarHOCTUKU U BepudUKalMKU JUarHo3a, B paMKax KOTOPOTro Meauarp
BBICTABIIACT MALMECHTY MPEABAPUTEIBHBIA JUArHO3, IMOCIE YEro HampaBISIET €ro
K MpoQHILHOMY CHEIUATUCTY — aJJIEPTOJIOTY Uil Bepu(dUKaluu Auar1osa.

2. [Iporiecc MoHUTOpUHTA KOHTPOJISI 3a0oseBanusi. OH pealn3yeTcs MpU JUarHose,
yX&e BEpUPUIHUPOBAHHOM MEIUIMHCKUM PAOOTHHUKOM BTOPUYHOIO 3BEHA —
ajuieprojiorom. Peann3zanus TaHHOTO MPOLIECCA BKIOYAET TPU PA3IMYHBIX BAPHUAHTA.
2.1. Ilenuartp, mpu OTCYTCTBHUU KOHTPOJISI 3a00J€BAHUS U OTCYTCTBUHM BO3MOKHOCTH
CaMOCTOSITEIbHOM  KOPPEKUHH  WIIH pu HEOOXOJUMOCTH  JalibHeMIIei
mudepeHuanbHOW  TUarHOCTUKU, UWMEET BO3MOXHOCTh HANpaBUTh MalMEeHTa
B MEJULIMHCKOE YUPEKICHUE BTOPOrO UIU TPETHETO YPOBHEM;

2.2. Annepronor, MOHUMasi, 4YTO MOXKET CaAMOCTOATEIBHO OCYIIECTBUTH KOPPEKLHIO
Tepanuu 3a00JIeBaHUs, UMEET BO3MOKHOCTh HE HANPaBIATh MAIIUEHTA B MEAUIIMHCKOE
YUPEKIECHHUE TPETHETO YPOBHH.

2.3. Annepronor HampapJsA€T MAIMEHTAa B MEAULUHCKOE YUPEXKICHUE TPETHETO YPOBHS
B CIEIYIOIMX CIy4yasix: MpPU OTCYTCTBUM KOHTPOJISI 3a00J€BaHHUsI U OTCYTCTBUH
BO3MOXXHOCTH CaMOCTOSITEIbHOM KOPPEKIMU; NpU HEOOXOAUMOCTH JajdbHEUIeH
mudepeHManbHOl AUArHOCTUKY, JJIsl PEHICHUs BOMpOca O HAa3HAYEHUM TapreTHOU
TEepanuu.

VYkazaHHbIe MPOIIECCHl MOTYT OBITh pean30BaHbl UCKIIFOUUTEIBHO 32 CUET CTPOTO
BBICTPOECHHOTO ITpoLecca MapIIPyTU3ALUY NAIUEHTA OT CIENUAINCTA IEPBUYHOTO 3BEHA
MEJIUIIMHCKOW TMOMOIIM JO0 CHEIUATU3UPOBAHHBIX CTAIlMOHAPOB U pedepeHCHBIX
LIEHTPOB, BKIIOUYEHHBIX B TPETUI YPOBEHb CUCTEMBI 3PABOOXPAHCHUSI.

Heo6xo1uMo OTMETUTH, UTO Ha CETOAHSIIHUN AeHb peanu3oBaHHas B EMUAC
TEXHUYECKAasE BO3MOXXHOCTh OCYILECTBICHHS JIEKTPOHHON MapIIpyTU3AUU MAIIUEHTOB

OT MCAUIMHCKUX CIICHHUAIMCTOB IICPBOI'0 YPOBHA K BpadaM BTOPOI'O U TPECTHETO ypOBHeﬁ
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C MPEABAPUTEIIBHBIMU U MOATBEPKACHHBIMU THArHO3aMH, B TOM 4YHUCIE, ¢ A3 JTOBOJIBHO
BpeMsizatpatHa. [IpakTudeckuil ONbIT MEIUIIMHCKUX PAOOTHUKOB MOKA3bIBAET, UTO MPH
CpeaHEM HOPMATMBHOM BPEMEHM MpPUEMA MAIMEHTA MEAUATPOM M AJIEProJIOrOM,
ycTtaHoBlieHHOM B OonbiiuHcTBe Al mpomomxutensHocThi0 B 12—15 MuHyT,
3HAYUTEIIBHOE BPEMs 3aTPAYMBACTCS HA 3AMOJIHEHUE AJIEKTPOHHOTO HAINPABIICHUS, YTO
coKpamaer (haxkThuueckoe B3aMMOJCHCTBHE Bpaya C MAllMEHTOM B paMKax Ipuema, a,
CJIeI0BATEIbHO, MOKET CHIXKATh A3(DPEKTUBHOCTh OKa3aHUSI MEIUIIMHCKON TOMOIIIH.

CBelleHUsT O JUIMTEIBHOCTH 3alOJIHEHHUS 3JIEKTPOHHOTO HAMPABJICHHS B paMKax
npueMa ObLIM TMOJYyYEeHBl B XOJI€ MPOBEACHUS COOTBETCTBYIOIIETO HCCIEIOBAHUS —
MOHUTOpPUHTA  TallMUHra, KOTOpPBIK  emie pa3  MoKazal  HEOOXOJIUMOCTb
YCOBEPILIEHCTBOBAHUSI AJITOPUTMOB CO3/1aHUA JEKTPOHHBIX HampasieHuid B EMUAC
C UCTMIOJIb30BAaHUEM  TMpeJJlaraéMblX  HaMH  TOTOBBIX  IU(POBBIX  OJIOKOB,
MOApa3zyMEBaIOIIMX BO3MOKHOCTh HCT0JIb30Banus ¢yHkimonanta CIITIBP.

B nccnenoBannu yyacTBOBAIIM IATh Bpadyel-MeIMAaTPOB U OAUH Bpay-ajuIEProJIor
B TeueHue 23 paboumux auer. Kaxapiii Bpad B TeueHue Hs (PUKCUPOBAI JJIUTEIBHOCTD
(B cekyHaax) 3amoJiHEHUs IeKTpoHHbIX HarpaBiiennii B EMUAC nHa Tpetuil ypoBeHb
CHUCTEMBI 3IpABOOXPAHEHUS.

BrisiBiieHHAs B UCCIIEAOBAHUM CPEIHSS JIUTEIbHOCTD 3AMIOJHEHUS SJIEKTPOHHOTO
Hanpasienuss B EMUAC c niepBoro Ha BTopoi ypoBeHb coctasisier 175—-180 cekyna, To
€CTh OKOJIO 25% periaMeHTHOr0 BpEMEHH IpueMa BpaduoM naiuenta. C nepBoro u/wiu
BTOPOTO Ha TPETUM yPOBEHb CUCTEMBI 3JIpaBOOXPAHEHHSI OHA paBHA MPUOIUZUTEIHHO
305 (£2) cekyHaaMm BHE 3aBUCHUMOCTH OT KOHKPETHOTO Bpaya, €ro CIelUalIbHOCTH WU
JaThl PUEMa, YTO TOBOPUT O HEOOXOMMOCTHU pallMOHANIU3allM BpPEMEHHBIX 3aTpaT Npu
OCYILIECTBJICHUM TMpHUeMa TMallM€HTa MEIUIUHCKAUM pPaOOTHHUKOM C aKIEHTOM
Ha COKpalICHHUE 3aTPAYMBAEMOr0 BPEMEHH HA BBIMOJIHEHUE TEXHUYECKUX MAHUIYJISIIAN
W YBEIWYECHUE JUIUTEIBHOCTH HEMOCPEACTBEHHOTO B3aWMMOJCHCTBUS  JOKTOpa
C NALUEHTOM.

[TomuMO BpeMEeHH, 3aTpauynBa€MOro BpA4YOM-NIEAUATPOM Ha 3aNOJHEHHUE

ANEKTPOHHOM (POPMBI HaMpPABICHUS, TONOJIHUTEIBHBIE BPEMEHHBIE PECYPCHI TPEOYIOTCS
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JUISl BHECEHHUS TAHHBIX B 3JIEKTPOHHYIO MEAMLMHCKYIO KapTy manueHTta. Pesynbratom
B JIAHHOM CITy4ae ABJISETCS 3alOJTHEHHBIN 3JIEKTPOHHBIM NPOTOKOJ IPUEMA MAllUEHTA.

Takum oOpa3om, B HAcTosIIee BpeMs UTOroM paboThl Bpauda-neguatpa B MUC
(a B wnamem caydae B EMMUHWAC) npu ocyiiecTBiIeHUHM MpHeMa MallMeHTa
C MPEIOIaraéMblM AUAarHo3oM BA SBISIIOTCS MO CyTH JIBa pa3pO3HEHHBIX MpOoLEcca:
ANEKTPOHHBIA MPOTOKOJ NpHUEMa W AJIEKTPOHHOE HampaBjieHue, Ha (HOpMUpPOBaHUE
KOTOPBIX MOXKET YXOAUTH J10 1/3 00111eT0 pernaMeHTHOrO BpEMEHU ITpUeMa, YTO TOBOPUT
0 HEOOXOJUMOCTU KOPPEKTUPOBKHU alropuTMa MpoIecca MaplIpyTU3AUU C IEIbI0
MOBBIIIEHUS €r0 3(()EKTUBHOCTH U PAUOHAIBHOTO UCIOIb30BaHUS BPEMEHHBIX
PECYPCOB MEUIIMHCKUX PAOOTHHUKOB.

Bwmecte ¢ Tem texunueckuii pynkunonan EMUAC npenocraBisieT HaM MIUPOKUMA
CIIEKTP BO3MOKHOCTEH MO BHEIPECHUIO CUCTEMBI MHTEJUIEKTYAIbHON IMTOMOIINA TPUHATHUS
BpaueOHBIX PELICHUM, B YACTHOCTH JIJIsi TUAarHOCTUpoBaHus A3.

C 1uenp0 UCKIIOYEHUS OTCPOYECHHOM AMAarHoCTMKW bA M pucka mnomnamaHus
MAlMEHTa B <JIATEHTHYK) 30HY», a TAaKKE€ COKpAILECHUS BPEMEHH, 3aTPaurBaeMOrO
MeMaTpoM JUIsl 3alOJIHEHUS 31eKTpoHHBIX ¢opMm B MUC B mpoiiecce ocyliecTBICHUS
Mprema MalyueHTa ¢ NpeAnoaraeMbIM IHarHo3oM bA 11 HanpaBlIeHUs K aJuIeProJIory,
Hamu pazpabortan s BHenpenus B EMUAC u anpoOupoBaH anroputm BepudUKaluu
npeaBaputenbHoro auario3a bBA. Ilpu pa3paboTke UCMONB30BAINCH MOJIOKEHUS
KIMHUYECKUX  PEKOMEHIalui u  pykoBoAcTBa «HanmonanpHass  mporpamma
«bponxuanbHas actma y nereit. Ctparerus JieueHus U TpOoPUIaKTUKaAY, & TAKKE UHICKCa
PUCKa pa3BUTHUA aCTMBbI JJIs1 IETEH paHHEr0 BO3pacTa M IS MOJAPOCTKOB [35, 56].

Ha npueme y Bpaua-nenmatpa npeqnaraercs BHeaputb B cucremy EMUAC
JOTIOJIHUTEINIbHBIA pa3jiell, MO3BOISIONINM aBTOMAaTU3UPOBATH Mpolecc GOpMUPOBAHUS
HarpaBJIeHUs] peOeHKa K MPO(HIbHOMY CIIEHHAIUCTY JJIsi OKOHYATEIbHON BepuDUKALINU
nuarios3a. Bo BpeMs 3amojHeHus MPOTOKOJIA OCMOTpAa Ha MPUEME Yy MeAuaTpa Iocie
BBIOOpa amarHos3a c omnpeneneHHsiM mudbpom o MKb-10: J20.9, J39.3, J40.0, J30.1-
J30.3, aBTOMaTH4YECKN OTKPBIBAETCS THAIOTOBOE€ OKHO C BONPOCHUKOM, COJEPKAIIUM
IUXOTOMHUYECKHE Bompockl 1o Ho3zosnorun bA. Ilocne BHeceHuss mneguatpom

B COOTBETCTBYIOIIYIO 3JEKTPOHHYIO (OpMY OTBETOB Ha BBIIIEYKa3aHHBIE BOIPOCHI,
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EMUAC ¢ wucnoinp3oBaHMEM MEXAHU3MOB CHUCTEMbl HMHTEUIEKTYAIBHON MOMOIIU
MPUHATHS BpayeOHBIX pEHICHUM OCYIIECTBISETCS HWHTEIUIEKTyalbHas o0paboTka
naHubix. To ectb, CucTeMa MO 3aJlaHHOMY aJITOPUTMY OIpenenser, TpeOyeTcs Ju
HalnpaBJCHUE NAlNMEHTa HAa BTOPOM YPOBEHb CHCTEMBI 3APABOOXPAHEHHS WU HET.
[Ipu Habope 3a1aHHOTO KOJIUYECTBA OTBETOB «J{A» cucteMoit popmupyercs pe3ybTar,
MO3BOJISIIONIMNA BepuPUIIMPOBATh TpEABAPUTENbHBIA AuarHo3 bA s HampaBieHUs
nalnueHTa Ha cleayomuil  (BTOpoil) ypOBEHb CHUCTEMBI  3PaBOOXPaHEHUS
(K Bpauy-ajieproJiory) Jjisi MOATBEPKIACHUS WA ONPOBEPKEHUS NUarHosa. Pesynprar
BBIBOJIUTCSI Ha OJKpaH neauaTtpa B BUAE CHOPMHUPOBAHHOTO  HAIpaBICHUS
C BOBMOXKHOCThIO ~ BbIOOpa  Bpaua-ajieprojora u  kHomkod  «llommucatsy.
[Ipn noanucanum HampaBlIeHUs K CHEHHAIUCTY BTOPOrO YPOBHS MPOUCXOIUT
aBTomMaTnueckoe HarnpasieHne B EMHUAC nanueHTa K aJuieproyiory, nociie 4ero neuarp
MPOJOJDKAET BECTH MPUEM MALMEHTA U 3alOJHATH MPOTOKOJ OCMOTpa B 3JIEKTPOHHOU
MEIUILIMHCKOW KapTe.

OC00EHHOCTBIO U YHUKAJIBbHOCTHIO JAHHOTO aJITOPUTMA SIBISIETCS HEBO3MOXKHOCTD
neauarpa TexHudyecku 3apepiiuth npueM B EMUAC u BbIMTH U3 KapThl marueHTa 6e3
MOJMUCAHUsI, CPOPMUPOBAHHOTO CUCTEMOM AJIEKTPOHHOTO HampasjeHnus, ecinu CIITIBP
nocie oOpabOTKM OTBETOB Ha JUXOTOMHYECKHUE BOIMPOCHI chopMuUpoBana pe3ysibTaT
0 HAIMYUU MpeIBapUTENHHOTO quarno3a J45.9 («bponxuaiibHasi acTMa HEYTOUYHEHHAS)
1 HEOOXOJIMMOCTH HAMPABJICHUS MAIMEHTA K Bpauy-aieproJiory.

Jns  npoBeneHWsT MOHUTOPUHTAa BPEMEHHM 3allOoJIHEHUS ONOK-CXeM IS
aBTOMATHYECKOM BepU(UKAIUKM MPEABAPUTEILHOTO JuarHo3a ¢ (GOpMUPOBaAHUEM
HAaMpaBJICHUS K aJUIEProjoTy MPOBEAECHO HCCIEA0BAHHUE, B KOTOPOM YYAaCTBOBAJIM TE KE
[ATh Bpaueu-neIuaTpoB U OJIMH Bpad-ajuieprojior B TeueHue 23 padbouux nueit. Kaxapiii
Bpay B TeUEeHHUE AHS (PUKCUPOBAI JITUTEIBLHOCTh (B CEKYHJaX) 3alOJHEHUs OJIOK-CXEeM
B PYYHOM PEKHME Ha BTOPO YPOBEHb CUCTEMBI 3PABOOXPAHCHUS.

[IpoaHanu3npoBaB MOJYYEHHBIE TAHHBIE, HAMH CJEJAaH BBIBOJ O JJIMTEILHOCTH
3amoJHEHHsT AMEeKTpoHHOro HampasieHuss B EMHUAC. CpenHee BpeMsl 3amoJIHEHUSA
OJTHUM BpadoM OJIOK-CXeMbI (IT0 BCeM BpayaM B TeueHHe 23 pabouux JHEH) B pas3pese

pabounx JAHEH M KOJMUYECTBA 3aMOJHEHHBIX OJIOK-cxeM cocTtaBuio 40 cekyHHA
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(£2 cexynpasl). Mcnonb3oBaHue MpeaiaraeMoro HaMH pEUIeHUs MO3BOJUT MeAUaTpy
HETOJIBKO CHU3HUTH BpeMs 3amoyiHeHuss Gopmbl Uit (POpMHUPOBAHUS SIEKTPOHHOTO
HarpaBJICHUS K IPOGUIBHOMY CHEIUATUCTY (amieproyiory), npubdausuteasHo ¢ 175-180
no 40 cexkyHA, HO M TO3BOJUT, OJHOBPEMEHHO C (OPMHUPOBATH IIEKTPOHHOE
Hamnpasiienne B EMUAC, ucnonb30BaB CUCTEMY UHTEIUIEKTYaIbHON MTOMOIIY TPUHSATHUS
BpaueOHBIX pEINICHUM, pe3ylbTaTOM KOTOpPOHl (akThuuecku SBIAETCS BepUUKaAIUs
npeaBapuTenbHoro nuarHo3a bA. B ciyuae caMOCTOATENbHOM MOCTaHOBKH
MpeBapUTeNbHOr0 nuarHoza J45.9 menuatpom €My JOCTYIEH yXe€ CYIIECTBYIOIIHMA
(dyHKIIMOHAN, B TOM 4Hucie U BbeIOOp HampaBieHuss mnocpencreom EMUAC
K IPOPUIBHOMY CIIELUATIUCTY, KOTOPBIN OMKCAaH paHee.

Jns anpobanuu MoJieNd MOCTAHOBKHU MpPEABApPUTENBHOTO auarHo3a BA Hamu
oOy4YeHbl U TPOUHCTPYKTUPOBaHbI Bpauu-nieauarpbl omnoro u3 AIILl r. MockBsl.
UccnenoBanre mpoBOIUIIOCH, Ha paboueld Tpymme JeTed TONIKOJIRHOIO U PaHHEro
IIKOJBHOTO  BO3pacTa (MpoBepoyHOE MHOXKECTBO) (n=123), HaOmogaBIIUXCA
y neuaTtpoB 1o moBoay 3mu3070B bO. B pabGouyio rpymnmy ObUIM BKIIOYEHBI JETH
oT 2 10 8 1eT, u3 KoTophixX 67 (54,5%) manbunkoB u 56 (45,5%) neBodek. J[nmutenbHOCTH
uccinenoBanus cocraBmwia 3 Mecsna. lleauaTpsl MCHONB30BAIA B PYYHOM PEKUME,
npejiaraeMbie aaropuTMbI (0J10K-CXEMBbI) TPU MPOBEICHUH ITPUEMa JaHHBIX MallMeHTOB.
[To utoram TectupoBaHusi ObLIa MPOBEJEHA OI[EHKA TUArHOCTUYECKON 3(PhHEKTUBHOCTH
MPEI0KEHHOTO METO/IA.

N3 123 mnamueHToB ¢ acTMOMOAOOHBIMM CHMITOMAaMHU C HCIOJIb30BaHUEM
MpejiaraéMblX  QIrOPUTMOB  TMOCTAHOBKM  MPEABApPUTEIBHOTO  JAWarHo3a bA
K ajieprojory Owuio HampaBieno 45 (36,58%) mnamuentoB. M3 45 mnanueHTos,
COOTBETCTBYIOIIMX KPUTEPUSIM OJIOK-CXeMbl ISl TUAarHOCTUKU BA, y 32 marueHToB
nrarno3 owu1 moaTrBepxaeH (75,5%).

[IpoBenennblii aHanu3 rpynnel geret (123 pebGenka) ¢ acTManogoOHBIMU
CUMIIOTMAaMU BBISIBWJI, YTO MCIOJIb30BAHUE Pa3paOOTAHHBIX aJrOPUTMOB BepUDUKALIUU
MpPEeABAPUTEILHOIO0 JMAarHo3a M MOJENH ONTHUMAaIbHOTO B3aUMOJICUCTBUS IEIAUATPOB
CO CHEIHUaIuCTaMi BTOPOTO YPOBHS, MO3BOJISIET IOCTUYB O0JIee paHHEeH AuarHoctTuku bA

y I[GTCI\/’I " YBCIIMYUTH KOJIMYICCTBO BBIABJICHHBIX CJIIYUdCB 3a00JIeBaHUS.
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Takum 00pa3om, mpeasiaraeMblii HAMU aJTOPUTM, C MCIOJIb30BAHUEM CHUCTEMBbI
MHTEJJIEKTYalIbHOW TMOMOIIM NpuHATUA BpaueOHbIX pemeHuit B EMUAC, B uactu
MMOCTAHOBKU TMPEIBAPUTEIBHOTO JIMATHO3a, C AaBTOMATHYECKOM MaplIpyTH3aLUEH
MalMEHTa C MEPBOrO HAa BTOPOM YPOBEHb CHUCTEMBI 3/IPABOOXPAHEHHUS] HE TOJIBKO
SKOHOMHT BpEMs Bpada U CTPYKTYPUPYET U B3aUMOYBS3BIBAET MPOIECC BEpUDUKALIUU
JMarHo3a ¥ MaplipyTU3alMy MallMeHTa, HO U MO3BOJSET PallMOHAIBHO U 3(()EKTUBHO
MPUMEHSTH YK€ CYIIECTBYIOIIME BO3MOXKHOCTU CHUCTEMbl 0€3 BHECEHUS WU3MEHEHMUI
B HOPMATUBHBIE JIOKYMEHTBI, PETJIIAMEHTHUPYIOIIUE MPOLIECC OCYIIECTBICHUS IMpHEMA
MAIMEHTOB Bpa4yaMU U MOBBIIAET NMPOLEHT BhIsBICHUS bA y nereil. He MeHee BaxHbIM
BOIPOCOM, PEIIAEMBIM BHEAPEHUEM JAHHOTO alTrOpUTMA, SIBISIETCS 3HAYUTEIBHOE
CHIDKEHUE «JIATEHTHBIX CIIy4aeB» JUarHo3a bA, 4To MpakTUYECKHW HUBEIUPYET PUCKHU
TUNO- W TUNEPAHArHOCTHKU JIaHHOTO 3a00JI€BaHMsl y NAIlMEHTOB, OOpaIaloIINXCs
K IIeauarpy.

Bo3moxknoctu MUC niisi MOHUTOPpUHTa KOHTPOJiA BA y gereil Ha mepBbIX
ABYX YPOBHSIX CHCTeMbl 3ApaBooxpaHeHusi. KoHTposb 3a0ojieBaHUS 3aBUCUT
OT MHOTUX (PAKTOPOB, BKJIIOYasi MPUBEPKEHHOCTb TEpanuu, LEId MalueHTa, o0beM
nojxyyaemMo Oa3uCHOM Tepamuu, COMYTCTBYIOIIME 3a00JieBaHMs, B TOM YHCIE H
aJUIEPTUYECKUE, OCHOBBIBASICH HA AaHAIW3€ KOTOPBIX, JEYAllWid Bpady — NEAUaTp WIU
aJIeproJior Mpyu OCMOTPE MAIMEHTa C MOJATBEPKIECHHBIM AuarHo3oM bA moxer naubo
CaMOCTOSITENIbHO OCYIIECTBISATh KOPPEKIMIO Tepanuu, Ju00 HampaBUTh MallMEHTa
Ha CIIEAYIOIIME YPOBHHU CUCTEMBI 3paBOOXpaHeHus. [lequarpsl HampaBiIsSOT NAaMEHTa
¢ A3 x npoduIbHOMY CHEIUATUCTY — aJIeprojory  (BTOpOMl YpOBEHb) WIH
B CIICI[MATU3UPOBAHHOE MEAUIIMHCKOE YUPEXKIACHUE (TPETUM YpOBEHb). AJUIEProIOord —
CO BTOPOT'O Ha TPETUN YPOBEHb.

Ha cnenyromeM stamne ucciieoBaHHs ObLIM PAacCMOTPEHBI (PYHKIIMOHAJIbHbBIC
BO3MOXKHOCTH Mapuipytu3auuu mnanueHtoB B EMUAC pereld ¢ moATBEpKIEHHBIM
nuarHo3oM BA 1st oneHKu KOHTpOJsl 3a00J€BaHUS € 1IEJIbI0 JadbHEUIe KOPpEeKIUU
Tepanuu (Mpyu HEOOXOIUMOCTH ) MeAUATPAMHU, AJIEPrOJIOTaMU U MyJIbMOHOJIOTaMHU.

B nacrosiee BpeMs mpu ocMoTpe pedeHka ¢ moATBepxkaeHHoi BA meauatpom

Bpad B Tporiecce cOopa aHaMHE3a M BHECEHHUS CBEJCHHUU B JJICKTPOHHBIM IMPOTOKOJ
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OCMOTpa JeJaeT BBIBOJ O HAJIW4YUMU JIMOO OTCYTCTBUU KOHTPOJISI 3a00JieBaHUSA U
MPUHUMAET peIIeHHEe O HampaBJICHUM/HEHANPABICHUM TMallM€HTa Ha BTOPOU
(x a;mieprosiiory) WM TpeTuil (amIeprojory, myJIbMOHOJIOTY) YPOBEHb CHCTEMBI
31pAaBOOXPAHEHHUS JJISI KOPPEKIIMU TE€PAIMU, OCHOBBIBASICh HA aHAIIN3€ CYHIECTBYIOIINX
KPUTEPUEB, COTJIACHO IMOJOXKEHUN KIMHUYECKUX PEKOMEHAAUWA M MEXAYyHApOIHBIX
CTaHJapPTOB OKa3aHUs MEAUIIMHCKON nmomoliu 1o BA (raiinnaiiHoB).

Heobxoaumo  oTmMeTuTh, uTO cywmecTByromuid  ¢yHkuuonan EMUAC
npeaycMaTpuBaeT (GopMy KOHTPOJIS 3a00JIeBaHUsI, OJTHAKO €€ 3all0JIHEHUE HE BCErna
ocymuiecTBisieTcss B cBsi3u ¢ TeMm, uto EMUAC npenycmarpuBaeT Ha JAHHOM 3Tare
TEXHUYECKYK) BO3MOXHOCTh MPOJOJLKEHUS 3allOTHEHHS NPOTOKOJA MpHEMa MalUueHTa
0e3 3amoJIHeHUS YKa3aHHON (OPMBI, YTO MOKET MOBJIE€Yb PUCKHU OCTABIICHUS MallMEHTA
C HEKOHTPOIUPYEMbIM TeueHrueM BA 0e3 KoppeKkiuu Tepanuu.

PazpaboTranHoe HamH pelieHue MpeAycMaTpUBaeT BO3MOXKHOCTh MPUMEHEHUS
CUCTEMbl HMHTEJUICKTYyaJIbHOM MOMOINM NPUHATUS BpayeOHBIX pEIICHHM B BOMpoOCe
KOHTpOJIsI TeueHuss bA y pereil. J[aHHBIA anrOpUTM MO3BOJIUT COKPATUTH IEPUOJ
C MOMEHTa NOCTaHOBKM JMarHo3a bA y mnanueHTa A0 MOMEHTa YCTAaHOBICHUA U
COXpaHEHUSI KOHTPOJIS 3a00JIeBaHuUs, UTO, 0€3 COMHEHUS, MOBJIUSIET Ha Ka4€CTBO KU3HU
MalMeHTOB M HMX POAUTENEH, a TakkKe MO3BOJUT CHU3UTH (DMHAHCOBBIE H3JIEPKKU
rocyJ1IapcTBa U MOBBICUTH (hapMaKO3IKOHOMUYECKYIO Bbirony [7, 27].

B nmpomecce mpuema mamMeHTa  NEaUaTpoM, MpU  BBIOOpPE  OJHOTO
W3 NOATBEPKACHHBIX AuarHo3oB: J45.0 wimm J45.8, aBTOMaTW4YECKH OTKPBIBACTCS
IUAJIOTOBOE€ OKHO C BONPOCHUKOM, COJEPXKAIIUM TPU JIUXOTOMHYECKHX BOIPOCA
0 OLIEHKE KOHTpoJis BA.

[Tennatp 3anomnser B EMMAC BONpOCHUK, OCHOBBIBASICH Ha PE3yJbTaTax
onpoca/ocmorpa mamnueHta. Ha cunenyromem mare B EMUAC ocyuectBiusieTcs
UHTEJJIEKTyallbHast  00paboTKa J@aHHBIX 1O  HAJIUYHIO/OTCYTCTBUIO  KOHTPOJIS
3aboneBanus. Ilpu mOATBEpKACHUM HATUYUS KOHTPOJS 3a00JEBaHUS JJIEKTPOHHOE
HarpaBJieHUE He (POPMUPYETCS, U IeUATP IPOIOHKAET IPUEM MALIMEHTa U 3aIOJHEHHE

€ro 3JICKTPOHHOW MEIULIMHCKOMN KAPThI, IIOCJIE YETO 3aBEPIIAECT IPUEM.
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[Ipn mNOATBEPKIEHUM OTCYTCTBUSI KOHTPOJS 3abosieBaHUS CHOPMUPOBAHHBIN
pe3yJIbTaT C BBIBOJIOM aBTOMAaTHYECKH BBIBOJUTCS HA BCIUIBIBAOIIEM JUAIOTOBOM OKHE
MPEJOCTaBICHUEM TEIUaTpy BO3MOKHOCTH BBIOOpA CHEIMATBHOCTU Bpaya U YPOBHSA
CUCTEMBI 3JPaBOOXPAHEHHMs, KyJa HEOOXOJAMMO HAMpaBUTh MNalUEHTa (CHENUATUCT
BTOPOrO  ypOBHA —  aUIEProJOr WM  CHEHUAIUCT TPEThEro  YpPOBHA  —
amieproJior/myiasMoHosior). Ilocie BbIOOpa ypOBHS CHCTEMBI 3IPABOOXPAHEHUS H
Crenuanu3alliid Bpaya aBTOMATHYECKH (OPMUPYETCS DSICKTPOHHOE HAaIpaBlCHUE
Ha COOTBETCTBYIOIINI ypoBeHb ¢ KHomkou «llognmucare». [l0 OkOH4YaHMM mnpuema
JAHHBbIE B DJIEKTPOHHOM MEIUIMHCKOW KapTe coxpansitorcs u npuem B EMUAC
3aBEpILIACTCS.

YHHUKAIBHOCTh PEIIEHUS] COCTOUT B HEBO3MOXKHOCTH 3aBEPIICHUS NEIUATPOM
npuema B EMUAC u BbIXxo7a U3 KapThl NalKeHTa 0e3 moanucanus chpopMupoBaHHOTO
cucteMoi naiekTpoHHoro HampasieHus, ecnu CIIIIBP mocie o00paboTku OTBETOB
Ha TUXOTOMHYECKHUE BOMPOCHl c(opMupoBaia pe3yabTarT 00 OTCYTCTBUM KOHTPOJIS
3a00J1eBaHUs.

Takum oOpaszom, Mpu peanu3alud aaroputMa pesyibratroM npuema B EMUAC
ABJISIETCS HE MPOCTO 3AMOJIHEHHOE HAMPABJIECHUE HA BTOPOM WU TPETUH YPOBHU CUCTEMBI
3IpaBOOXpaHEHUs, HO U (PaKTUUECKOE OMpEe/IeNICHNEe CUCTEMOM C HCIOJIb30BaHUEM
CUCTEMbl MHTEJUIEKTYJIbHOW TOMOIIM MPUHATHSI BpaUEOHBIX PEIlIeHU He00X0JMMOCTH
KOPPEKLHNH TEPAITHH.

AHaJIOTUYHBIN anropuT™ pazpadoTtan u Aiisl npuema pedenka ¢ BA amnepronorom.
Onnako B OTAMYME OT MEauarpa y ajuieproyiiora CyleCTBYeT BO3MOXKHOCTb BbIOOpa:
CaMOCTOSITeNIbHAsI KOPPEKLMs Tepanuu 0O HaIpaBlICHHWE HA TPETUW YPOBEHb s
JanbHEUINEr0 JUArHOCTUYECKOrO0 IMOMCKAa WM NEepPCOHU(UIIMPOBAHHOTO Moa00pa
TapreTHOM Teparuu.

JlaHHBI  TOAXOA ~ TO3BOJSIET  MUHUMHU3UPOBATH  CICAYIOUIME  PUCKH:
HECBOEBPEMEHHASI KOPPEKIUS Tepaluu; TOCIUTAIN3alUs B CTallMOHAP ¢ 00OCTPEHUEM,
B T. 4. OTJEJICHUE PEaHUMAIIMU U UHTEHCUBHOM Tepanuu; puck MOAU(PUKAIIUUA TCUCHUS

3a00J7€BaHMs BEPOSATHOCTBIO cOOTBETCTBUS Kputepusim GOLD B panbHeleM.
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Amnpofanus JaHHOW MOJENIM HaMH TMPOBEICHA Y MAIlMEHTOB C TSKEIbIM,
HEKOHTPOIUpPYEMbIM TeueHneM bA u A1/l u onrcana Huxe.

/InmarHocTuka u BeaeHue jaered ¢ At/l Ha amOyiaatopHoMm 3Tame
C HCII0JIb30BAHHEM COBPEMEHHbIX MH(OPMAIMOHHBIX TeXHOJIOrHi. B HacTtosmee
BpeMsl THAarHocTuka AT/[ y nereil mpouCXOAUT B paMKax MpHEMa MeAuaTpa, KOTOPbIU,
B cllydae HEOOXOJAMMOCTH, HAIPaBIAET MAIlMEHTAa HAa KOHCYJbTAIMIO K MPO(UIbLHOMY
CIICLIMAJIMCTY — AJJIEProJIory Ha BTOPOM YPOBEHBb CHCTEMBI 3ApaBoxpaHeHus. [Ipomecc
OCYIIECTBIICHUS MpHEMA JET€ C NOTEHIHWAIbHBIM aHarHo3oM AT]/[ opranuszoBaH
Ha CETOAHSIIHUN JeHb cieAyromuM oOpa3om. lleguaTp Ha mnpueme BBICTABISAET
npeaBaputenbubiii nuarno3 At/l. Kak u B cimydae ¢ BA, npouecc Bepudukaiuu 1uarnosa
ATt]l TpeOyeT KOppEeKIHUH.

st nepBUYHOM TUArHOCTUKYU W/WJIU MOJTBEPKICHHUSI OKOHYATEIBHOTO IMarHo3a
At]l Ha mpueme y Bpaua-nienuatrpa (1 ypoBenb) Hamu pazpabotan mis EMUAC
JOTIOJIHUTEINIbHBIA pa3jiell, MO3BOISIONINM aBTOMAaTU3UPOBATH Mpolecc GOpMUPOBAHUS
HarpaBJIeHUs peOeHKa K TPOPUILHOMY crieluaiucTy. Bo BpeMs 3amoiHeHus mpoToKoJia
OCMOTpA Ha MpHUEMe y Meauarpa Mmocjie BhIOOpa JHUarHo3a ¢ ONpelesIeHHBbIM mudpoM
no MKb-10 L[L20.9, L20.8 aBTOMaTM4eckd OTKPBIBAETCS JAUAIIONOBOE  OKHO
C BOIIPOCHUKOM, COJICPKAIIUM JUXOTOMHYECKHUE BOMPOCHI IO HO30J10ruu AT/I.

Bpau-neguatp 3anonuaser B EMMAC BOnpOCHUK, OCHOBBIBAsCh HA PE3YJIbTAaTax
aHaMHe3a, Ompoca W OCMOTpa mamueHta. Ha cienyromeM 1miare, NmOCiI€ BHECEHMS
MeIMaTpOM B COOTBETCTBYIOIIYIO AJIEKTPOHHYIO (POPMY OTBETOB Ha BBIIICYKa3aHHBIC
BONpoChl, CHUCTEMON C HCIIOIB30BAHHUEM MEXAHU3MOB HWHTEIUICKTYaJbHOW MOMOIIU
MPUHATHS BpaueOHBIX PELICHUM, OCYIECTBIsIETCS 00paboTKa JaHHBIX, IO pe3yJbTaTam
KOTOpPOM  TNPUHUMAETCA  pELICHWEe, TMOATBEPXKAAIOIIEE WM  OMpOBEprarouiee
npeaBaputenbublii nuarHo3 At/l. Takum obOpazom, EMUAC mno mnpemgiaraemomy
ITOPUTMY CaMOCTOSITEIBLHO CPOPMUPYET HAIpPaABICHHE HA BTOPOMl YPOBEHb CHUCTEMBI
3IpABOOXPAHEHUS] [JIsi TOATBEPXKICHUS WJIM OINpOBEpKeHUs aAuarHosa. Ilocre
MOJIKCAHUS 3JIEKTpOHHOro HampasieHus B EMUAC npoucxomutr aBToMaruyeckas

OecrIoBHAs MapHIpyTU3alKs MalMeHTa Ha BTOPOIl YPOBEHb K aJJIEProJiory, MOCie Yero
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Bpau-MeauaTp MPOJOHKAECT BECTH IMPUEM MAIMEHTA W 3alOJHIATh HNPOTOKOJ OCMOTpa
B JICKTPOHHOW MEIULIMHCKOM KapTe.

Mopaeanb ycoBepmeHcTBOBaHMSE MUC 111 MOHUTOPUHIA CTENEHH THKECTH U
KOHTpOJiA AT/l y nmereil. Iy onpeneneHus CTENEHU TSKECTH M YPOBHS KOHTPOJS
3a007€BaHUsl HAMU MEPBOHAYAIBHO pacCMaTpuBaiach BO3MOXHOCTb BHEJPEHUS
B EMHUAC npoctoro, BanquaHOrO W JIETKO MOHSITHOTO MHCTPYMEHTA U3 7 BOIPOCOB —
POEM. POEM wu3HauanpHO ObLT pa3paboTaH AJisi YCTPAHEHHS PA3HOINIACUN MEXITy
3aKJIIOYEHHEM Bpaya O TsDKECTH 3a00J€BaHUST W CHUMITOMamH, COOOIaeMbIMU
CO CTOPOHBI MarueHTa B uccaegoBanusax [294]. llkana tsoxectun A1/l POEM ocHOoBaHa
Ha OIICHKE MallMeHTAMHM CBOMX OLIYIIEHUM, CBsi3aHHBIX ¢ cumnToMamu AT/l. [lonxoaut
JUISL UCTOJIb30BaHUSI B aMOyJIaTOpPHOW WpaKTUKE, ayJIuTe, SMUIAEMUOIOTUYECKUX
HCCIIEIOBAaHMUAX M KIMHUYeCcKuX ucnbiTanusX. [llkana POEM Oblna pekomMeH10BaHa JJ1s
WCIIOJIb30BaHUs B KIIMHUUECKUX PYKOBOJCTBAX, BKIIIOYAsl T€, KOTOPhIE ObLIU BHIMTYIICHBI
NICE. POEM pexomenaoBan nnuimatueoii HOME B kauecTBe OCHOBHOTO HHCTPYMEHTA
JUTsl ©3MepeHust cuMnToMoB AT/l, coobmiaeMbix nanueHTamu. CucremMa aBTOMaTHYECKH
MOJICYMTHIBAET KOJUYECTBO OA/IOB M BBICTABISAET cTeneHb Tshkectu At/l: 0—2 Gamra —
YUCTHIM WM TOYTH YHCTBIM; 3—7 OalIOB — Jerkas cTeneHb; 8—16 0amioB — cpemHss
CTEIleHb TspKecTH, 17-24 0amioB — TsKenas CTeleHb; 25—28 0auIoB — OYeHb TshKelas
crenenb AT/,

OaHaKO COrJIacHO MPOBEAEHHBIM HAMHU pacyeTaM B paMKaxX PYTUHHOTO MpUEMA
ajieprosora, onpeaesieHue CTeneHu TsokecTH no mkaine POEM 3anumaer B cpeaHeM
HE MEHEe 3 MHUHYT, B CBSI3M C YeM HaMu ObUI MCIOJIb30BaH aJlbTEPHATUBHBIN, Ooiee
MIPOCTOM BapUAHT, KOTOPBIN YUUTHIBAET KOJIUYECTBO OOOCTPEHUN U MPOJOJKUTEIIBHOCTD
pemuccuii 3a rog [34].

B Cucreme naHHBIA alrOPUTM pPEATU30BaH IMOCPEJACTBOM OJI0Ka BOIPOCOB,
no anajorun ¢ BA. Ilpu sBke Ha mpueM K ajIeprojory pedeHKa Mo AJIEKTPOHHOMY
HaNpaBJICHUIO OT NEAuWarpa C MpPeIBapUTEIbHBIM JIUAarHo30M AT/l mpu OTKpBITUH
aJUIEPrOJIOTOM MPOTOKOJA MpPUEMA B JJIECKTPOHHOW KapTe MNalHUeHTa cpaszy xKe
ABTOMATHUYECKH BCIUIBIBAET IHAJIOTOBOE OKHO C PE3yJIbTaTaMH OTBETOB Ha BOIPOCHI,

MPOBEJICHHOI0 MEIUAaTPOM B paMKax Npuema u KHomkoi «BepuduiupoBaTh guarHosy.
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[locne ananu3a pe3ynbTAaTOB BOMPOCHHMKA, 3aMOJHEHHOTO MEIUaTPOM, aJlJIeprojor
JIeNaeT COOTBETCTBYIOIIUM BHIBOJI O HATUYMHU/OTCYTCTBUM JJUArHO3a U HAXKUMAET KHOIIKY
«BepudumupoBats  aumarxHo3». Ilocme HaxaTus  auieprosioroM Ha  KHOIKY
«BepudunupoBaTh  AMArHo3» aBTOMATHYECKH  BCIUIBIBAET  JHMAJIOTOBOE  OKHO
C BOIIPOCHUKOM TIO TSIKECTU 3a00JieBaHUsI, COCTOSIIMM U3 3 KputepueB. B ciyuae
CPEIHETSKEJIOTO U TSKEJIOro TeueHHsl 3a00JeBaHMsl aBTOMATHYECKU (opMupyercs
IMAJoroBO€ OKHO ¢ 4  JONOJHUTEIbHBIMU JUXOTOMUYECKMMU  BOMPOCAMH,
MO3BOJISIIOIIMMH OLIEHUTh HATUYUE/OTCYTCTBUE KOHTPOJIS 3a00JI€BaHUSI.

B cnyuae, ecnu mpu 3anoJIHEHUU BOIPOCHUKA aJIJIEPTOJI0OroM BeIOpaHo 2 u OoJiee
otBeTta «JIA», B EMHAC aBTOMaTHYECKHM CO3AETCS DJICKTPOHHOE HAaIlpABICHUE
Ha TPETUH YPOBEHB JIJIsl pEUISHUs BOIIPOCA O 1eJIECO00Pa3HOCTU Ha3HAUCHHUS TapTeTHOM
Teparuu.

Jns anpobanuu Moaenu 3PpGEeKTUBHOCTA MapUIPyTU3ALUU JETEN K CIIEIUaTUCTaM
TPEThETOo YPOBHSA Ha paboueil rpymme u3 15 gereit ¢ TsokensiM TeueHuem AT/l u BA
MPOBEJIEH PETPOCHEKTUBHBIA W TMPOCHEKTUBHBIA aHANIW3 JAHHBIX AJIEKTPOHHBIX
MeIUIMHCKUX KapT. [IpoaHanu3upoBaHbl CleaylolMe MapaMeTphl: BpeMs OT Hadalia
Tsokenoro tedeHuss BA u AT/l 10 HampaBieHUs] K CHEIUATUCTYy TPETHETO YpPOBHS,
cpennee 3HaueHne SCORAD wu ypoBHsS KoHTponsi OponxuanbHOM actmbel o ACT
J10 Hayaja Tepanuu 1 B IMHaMuke uepe3 | u 4 mecsua.

Bpemsa ot nauana tspkenoro teueHus At/l u BA 10 HampaBlieHus NanueHTa
Ha TPETUH YPOBEHb JJIsl KOPPEKIMU TEpAuu, B TOM YKCIIE, AJIsl Ha3HAYEHUS TapreTHOU
Tepanuu coctaBuiio 8,2 mecsana (3—21 mecsn).

Cpennee 3nauenue SCORAD Ha MomeHT HampaBiieHus coctaBuio 50,46+8,94
(m= £2,31). Cpennee 3nauennie SCORAD uepe3 mecsi nocie Ha3HAYEHUS TapreTHOU
Tepalul TEeHHO-WHXXEHEPHBIX OMOJOTHYECKUX mpenapaToB coctaBuio 20,66+4,80
(m==1,24). Cpennee 3nauenne SCORAD uyepes 4 mecsiia nocie Ha3HaYeHUsl TapreTHOU
Teparuu reHHO-UHKEHEPHbIMU OMoJIornyeckumu npenaparamu 17,06+5,94 (m = £1,53).

Cpennee 3nauenue KOHTpoiss bA mo ACT Ha MOMEHT HampaBJIEHUSI COCTaBUIIO
15,3£3,41 (m = +0,88). Cpennee 3nHauenne ACT uepes mecsI mociie Ha3HAYCHHS

T€HHO-MHXEHEPHBIX OMOJIOTHYECKUX IpenapaToB coctaBuio 21,73+1,62 (m = +£0,41).
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Cpennee 3Hauenue KoHTposisi BA mo ACT 4epes 4 Mecsma mociie Ha3HAYEHHS
T€HHO-MHXEHEPHBIX OUOJIOTHUYECKUX IpenapaToB coctaBuiio 23,53+1,50 (m = £0,38).

Takum o00pa3oM, MPOBENCHBIM PETPOCIEKTUBHBIM U MPOCHEKTUBHBIA aHAIU3
JAHHBIX JJICKTPOHHBIX MEIUIMHCKUX KapT 15 nmerelt ¢ TskenbiM TedeHueMm AT/]
B COYETAHUU C HEKOHTpoJupyeMoi BA (OlleHKa CTENeHH TSKECTU U YPOBHS KOHTPOJIS
OCYILIECTBIISUIACH C TOMOIIBI0 pPa3padOTaHHBIX aAJITOPUTMOB) TOKa3al OTCYTCTBHUE
MOHUTOPHUHTA T€UEHHUs 3a00JIeBaHUs U MO3HEE HAIPABJICHUE MAIMEHTOB K CIICIIHAIUCTY
TPEThETO YPOBHSA ISl KOppeKiuu Tepanuu. B To ke Bpems, mociie moadopa u
MPUMEHEHUSI TapreTHOM Tepanuu, YK€ uepe3 Mecsll ObUT JOCTUTHYT KOHTPOJIb
3a007€eBaHMsl, KOTOPBIN coXpaHsics B AanbHeleM. [Ipu ucnonb3oBanun npeiaraeMoi
MOJIEJIA MAPUIPYTHU3ALHNHU JETEH K CIENUAIUCTAM TPETHETO YPOBHS PUCKU IO3IHETO
HANpaBJICHUS JETEU C TSKEIBIM HEKOHTPOJIUPYEMBIM TEYEHHEM A3 MUHUMU3ZUPYIOTCS.

NHuTesiekTyajibHasi 00padoTka KIMHUYECKMX JAHHBIX B JMATHOCTHKE H
Bepupurkanuu auardo’a XK y gereii Ha mnpueme y meguarpa. /(uarnoz XK
BBICTABJISIETCS. HAa OCHOBAHMM kajdo0 MalMeHTa W BU3YaJbHOIO OCMOTpPA KOMXHBIX
MOKPOBOB, TaK KaK XapaKTEPHBIM JUIsl JAHHOTO 3a00JIeBaHUS SIBIIIOTCA crienuduueckue
MPOSIBIICHUSI — BOJIJILIPY (YPTHUKAPHUH), KOTOPbIE HE UMEIOT XapaKTePHOU JIOKAIU3ALUU U
COIIPOBOXKIAIOTCS 3yJ0OM WJIH xOoKeHHEM [22]. B HacTosiiee BpemMs npouecce NoCTaHOBKU
nuarno3a XK opraHn3oBaH 0 aHAJIOTHH C MPOLECCAaMU TUAarHOCTUPOBAHUSA APYyrux A3.
[lenuatp Ha mpueme QuKcUpyeT *KajaoObl MalKMeHTa M, OCHOBBIBASICb HA MOJYyYEHHOU
nHpOpMaIu, TPUHUMAET PEIICHUE O MOCTAaHOBKE MpeaBapuTeabHOro nuarnoza XK,
MOCJIE 4YE€r0 HMMEET BO3MOXHOCTh HAIPABUTh TAaKOTO MAlWEHTAa HAa KOHCYJbTALHIO
K Bpady-aJuieproyiory Ha OJIMH UX CJIEAYIOMUX (BTOPOU WM TPETHI) YPOBHEN CUCTEMBI
3IpaBOOXpaHEHUs, 3aNI0JIHUB cooTBeTCTBYIOIME (hopmbl B EMUAC.

C 1enpl0 ONTHUMU3AIMU U TMOBBIMICHUS S()PEKTUBHOCTU Mpoliecca IpueMa
MalMeHTOB ¢ MOTEHIMalbHBIM AuarHo3oM XK HamMu pa3zpaboTaH JOMOJHHUTEIbHBIM
uudponoit 610k CITIIBP. Bo Bpems 3amofiHeHHs 3JIEKTPOHHOTO TPOTOKOJIA MpUeMa npu
BbIOOpe B CuHCTeME COOTBETCTBYIOIIETO TMPEIBAPUTEIHHOTO JUAarHo3a Ha JKpaHe

ABTOMATHU4YCCKH 6y,7_ICT MMOABJIATBECA JHUAJIOTOBOC OKHO C YCTBIPbMA JUXOTOMHYCCKHUMHU
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Bornpocamu [22]. Jlanee mporecc HampaBjJ€HHUS MPOTEKAET MO AHAJOTMU OMHUCAHHOTO
BhImIe 1151 bA u At/l.

HepeBo npuHsATUS penieHud (GopMUpYyeT anroputM paboTsl CHUCTEMBI TaKUM
o0pa3oM, 4YTO aBTOMATHYECKOE CO3/IaHHE »SJIEKTPOHHOIO HAIMpAaBJICHUS Ha BTOPOU
YPOBE€Hb K Bpaudy-ajuIEPTOJIOry MPOUCXOAUT TOJBKO MPHU HAIUYMHM BCEX YETHIPEX
MOJIOKUTEIBHBIX OTBETOB Ha IMpEAJaracMble JAUXOTOMUYECKHE BONPOCHL. JlaHHBIN
MOAXOJ] YYUTHIBAET TPEOOBAHUS aKTyaIbHBIX KJIMHUYECKUX PEKOMEHJIAlM U CHUXKAET
pUCK OIIMOOYHOM mocTaHOBKM AuarHo3a XK, a Takke pUCK OCTaBJICHHUS B JIATEHTHOM
30He nmanueHToB ¢ XK.

Mopaeasb ycoBepmeHcTBoBaHMsSE MUC 111 MOHUTOPUHIA CTENEHH TIKECTH H
koHTpoJs XK y nereii. [lociie popMupoBanus 351eKTpOHHOTO HAMIpaBICHUSI IEAUATPOM
B Cucrteme, mpu mOMOIIM TMpejaraemMoro Hamu mudposoro pemenus, B EMUAC
OCYILIECTBIISIETCS OECIIOBHASI MapIIpyTU3alus peOeHKa C TpeABAPUTEIbLHBIM JUArHO30M
XK Ha BTOpOH ypOBEHb K Bpauy-aJIeproyory.

B mnacrosimiee Bpemsi moOunbHOe mnpuinioxkeHue u desktop-sepcusi EMUAC
MpElyCMaTPUBAET KaK BO3MOYKHOCTh JUCTAaHIMOHHOM 3allMCU K Bpady, B TOM YHUCIIE
10 BBIIAHHOMY paHEE »JJICKTPOHHOMY HAIpPABJICHHUIO, TaK U MPEIBAPUTEIBHOE
aHKeTUPOBaHUE MalMeHTa O cuMmnToMmax 3aboieBanus. B orHomenuu A3 y nerei
1oJ00HbIE BOIPOCHUKHU HE BHEJIPEHBI.

Bmecte ¢ Tem, mns omnpeneneHus creneHu TsoxkecTd (aktuBHOCTH) XK,
ajieproyioru-umMmmyHosoru npumeHstoT UAS7. Jlanubiii uHAgekc ObLT pa3paboTaH
c uenpto oueHkn aktuBHOCTH TeyeHnss XCK 3a mpomenmme 7 pgnei. C uenbro
ONTUMU3AIUU npouecca 151 COKpAILlCHUSA BPEMEHH, 3aTpauymBaeMOro
BPAauOM-aJUIEPTOJIOTOM JJISI OLIEHKM akTUBHOCTH XK, mpeacTaBisieTcss NEPCIEKTUBHBIM
paccMOTPEHUE U BHEAPEHNE JAHHOTO BOMTpocHUKa B cucteMy EMUAC B MOMeHT 3anucu
Ha npueM K ajuiepronory. [lamueHTt, myTem 3amoJIHEHUS NPEeAIaraéMoro BOIMPOCHUKA
B npmwioxkeanu EMUAC, nipenoctaBisieT cBeIeHUsI 00 00beMe NMEBIINXCS TTPOSBICHUI
KpanMBHULIBI, TAKUX KaK KOJIUYECTBO BOJABIPEN U UX 3Y/I.

[locne BHeceHHs MAIMEHTOM JAaHHBIX O KOJMYECTBE OasjioB, CHUCTEMa

ABTOMATHUYCCKH AaHAJIMN3UPYCT KOJINYCCTBO 0aIoB M OLCHUBACT TsXKCCTb TCUCHUA
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KpanuBHUIIBL: TspKenoe Teuenne XK coorBeTcTByeT 28—42 GamiaMm; cpeaHel CTEleHH
TsDKeCTH — 1627 Oaiam; Jierkoi creneHu — 7—15 6anmnam; 0 — OTCYyTCTBHE CUMIITOMOB.

HeobxoaumMo OTMETUTh, 4TO 0€3 3alOoJHEHUs JAaHHOTO BOIPOCHUKA, MALMEHT
HE CMOYKET MOATBEPAUTD 3aIIMCh HA IPUEM K aJUIEPTOJIOTy.

ITpu OTKPBITUU 3JIEKTPOHHOM MEIULIMHCKOU KapThl ranueHTa
C HEMOATBEPKAEHHBIM nuarHo3oM XK M Havane 3amojIHEHMS IPOTOKOJNA IpUEMA,
B HHTep(delice amieprojaora aBTOMaTUYECKN BCILIBIBAET MHPOPMALIMOHHOE JTHAIOTOBOE
OKHO C pe3yJbTaTaM{ BOIIPOCHUKA, 3AIIOJHEHHOI'O IMEIWATPOM W IPEABAPUTEIBHBIM
TUArHO30M.

[Ipu gBKE HA TPUEM K aJUIEPTOJIOTY MAMEHTa C NOATBEPKICHHBIM AuarHo3om XK
B wuHTepdelice Bpaya IpU Hayaje 3amnojiHeHHs mpoTokona ocmorpa B EMUAC
B aBTOMAaTUYECKOM PEKHUME BCILIBIBAET MH(POPMALIMIOHHOE OKHO € pe3yJIbTaTaMH OIpoca
nanuenta no wkane UAS7 B Buge konuuectBa OamwioB. IIpu HaxkaTuM Ha KHONKY
«Cdopmuposars pesyiabtat EMUAC ¢ ucnonszopanuem CIITIBP, no npemgnaraemomy
AITOPUTMY, CAMOCTOSITEIIBHO OIPEAEIIAET CTENEHb TAKECTH 3a00I€BaHUS B 3aBUCUMOCTH
OT KoiuuecTBa OamwioB. B 3aBUCHMMOCTHM OT pe3yJibTaTa BBINOJIHSAETCS CIETYIOUIUN
ANTOPUTM:
1. [Ipn pesynprare «Jlerkoe TeueHne» IHATOrOBOE OKHO 3AaKPBIBACTCS HaKaTUEM
KHONIKM «IIpogoikuTe mnpuem», W Bpavy-aJUIEProjor MOPOJOJKAET 3aNOJIHEHUE
IIPOTOKOJIA IPUEMA, HA3HAYECHME JICUCHHUS], TIOCIIE YEr0 MOKET 3aBEPIIUTD IIPUEM.
2. [Ipu pesynbratax «CpegHerspkenoe TedeHue» u - «Tspkenoe  TeueHue»
aBTOMATHYECKHN BCILIBIBAET AUATIOTOBOE OKHO ¢ BOIIPOCHUKOM, COCTOSIINM M3 YETBIPEX
JUXOTOMHUYECKHX BOMPOCOB, MPEIJIAaraeMbiX BaXHbIM HHCTPYMEHTOM [JIsl OLICHKH
TeueHus: 3aboneBaHuss U 3(PPEKTUBHOCTU JICUCHHUS — TECTOM KOHTPOJS KParmUBHUIIGI
(UCT). laHHBIM BOMPOCHHK 3aMOJHIAETCS ajJIEPToJIOroM B MOMEHT TpUeMa MalMeHTa u
MO>XET OBITh HMCIOJIB30BaH JUIsl OLIEHKHM KOHTPOJS OOJIe3HW 3a mociieqHue 4 Henenu
y HALMEHTOB C XPOHUYECKOW CIIOHTAHHOW M UHAYLIMPOBAHHON KPAITMBHULIEH.

Panee paHHBIA TECT NPUMEHSICS I OLECHKH KOHTPOJISI HaJ TEUYEHUEM
KpPanMBHULIBI TOJIBKO Y B3pPOCIBIX, OJHAKO HEJAABHUE HCCIEHOBAHUS MOATBEPIUIIN

BO3MOXKHOCTh IPUMEHEHHS JAHHOrO BompocHuka y xaererd [306, 318]. Bompocsl
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KacaroTcsi KOHTPOJISl CHMIITOMOB O0JIE3HHU, BIUSHUS HA KAYECTBO KU3HU, 3PHEKTUBHOCTH
JeYeHus, 00IIero KOHTPOIIs 3a00I€BaHMUs.

[Tocne 3amonHEHHs BONPOCHUKA ajieprojorom npemiaraemas Hamu CIIIIBP
00pabaThIBaeT MOTYUYEHHBIE TAHHBIC MO0 CIEAYIOIEMY aJrOPUTMY:

1. Ecau mo pesynbTaTaM 3amojHEHUs] BOMPOCHUKA allJIEPTOJIOTOM CymMMa OallioB
no UCT <11 GamioB, 4TO CBUJETEIBCTBYET O HEKOHTposinpyeMoM TeueHuu XK [111,
160, 230], To cucTteMa NPUHATHUS BpadueOHBIX PEIICHHI aBTOMATUYECKH (POPMHUPYET
HaNnpaBJICHUE HA TPETHI YPOBEHb.

2. Ecnu no pe3ynbratam 3anonnenust cymma 6amioB mo UCT coctaBnsier ot 11 g0 16
(MakcuManbpHasi cymMma) OaJUIOB, YTO JEMOHCTPHUPYET MOJHBIM KOHTPOJIb OOJE3HH,
cucrteMa He (opMHpyeT HampaBIEHUE W MO3BOJISAET aJJIEProJIory MPOJIOKUTh MPUEM,
KOTOPBIM AJUIEProJIOT MOKET BOCIIOJIb30BATHCSA WIIM HET, 10 aHasioruu ¢ bA u At/l.

Takum oOpa3om, Bpad, HCHOJB3Yys CYIIECTBYIOIIMM B HACTOsIIEE BpeMs
noteHuuan ¢yuknuonana EMUAC u npennokeHHYO HaMH CXEMY, MOJHOCTHIO
COOTBETCTBYIOIIYI0O COBPEMEHHBIM KOHCEHCYCHBIM JOKyYMEHTaM U Poccuiickum
KJIMHUYECKAM PEKOMEHJAIUAM [0 JICYEHUIO KPAlMBHHUIBI, MOXET OCYIIECTBIISThH
JUArHOCTUKY, B TOM uuciie U nuddepeHinanbHyo, 1 OLEHUBATh TSAXKECTh U CTEIEHb
KOHTpOJIs 6oJiee 3P PEKTUBHO U Pe3yIbTATUBHO.

A3 (BA, HAO, At/J, XK) saBagiOTCSI CHCTEMHBIMH, XPOHHYECKHUMH,
PELUIUBUPYIONIMMHU, BOCTIAIUTEIILHBIMU 3a00JI€BAHUSIMU, MOPAKAIOIUMH Pa3IUYHbIC
opranbl u cuctemsl. bpemst A3 y geTeit, 0COOEHHO y TOAPOCTKOB, TSAKEIOE, TAK KaK OHU
HaxoJsITCSA B TMEPEeXOJAHOM U  ys3BUMOM (a3ze pocTta C  COMYTCTBYIOUIUMHU
OMOJIOTUYECKUMU, KOTHUTHUBHBIMU, COIMATbHBIMU u AMOIMOHATIBLHBIMU
npeoOpazoBaHusIMU. PaHHSs U MpaBWiibHAS TUAarHOCTUKA U MOHUTOPHUHT KOHTpoJis A3
MPEJOCTAaBUT BO3MOXKHOCTH IOJ00pa/CMEHBI Tepamnuu, Ojaroaaps KOTOPOM MOXKET
HAaCTYMUTh PEMUCCUS, TPOPUIAKTUPYIOIIAsl HETraTUBHBIE TMOCJIEACTBUA OOJE3HHU.
Pazpabotannbie 1 anpoOUPOBaHHBIE MEXAHU3MBI U AJITOPUTMBI BepU(DUKALIUK TUATHO3A,
MOHHUTOPHUHTA KOHTPOJISI M MEPCOHUPUIIMPOBAHHOTO HAOIIOICHHS JieTel ¢ A3 U BEpBbIE
CO3JIJaHHbIE MOJIEIM aBTOMATUYECKON OECIIOBHOW MapiipyTU3allid Ha OCHOBAaHUH

OICHKN CYHICCTBYIOIINUX IMOAXOA0B K BEACHHUIO I[eTeﬁ C I[&HHOfI MaTOJOTUEH M aHaInu3a



235
HOBBIX TEeXHHYECKUX Bo3MoxkHOcTe MUC mno3BomsaT ynydmuth 3PEGEeKTUBHOCTD

OKa3aHMA MOMOIIHU ACTAM C A3 Ha Bcex YPOBHAX CUCTEMbI 3/IpaBOOXPAHCHUA.
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BBIBO/bI

l. B aMOynaTOpHO-NIONMKIMHUYECKUX  YCJIOBUSIX MOATBEPKIACHUE JMAarHO3a
OT MOMEHTa MEPBBIX CHUMITOMOB JIO YCTAaHOBKM OKOHYATEIBHOIO JIMArHO3a
OpoHxuanbHasi acTMa cocTaBisieT 5,2 + 1,7 roma, 4ro MOXKET BIUSATH HA CPOKHU
Ha3HAYEHUs MPOTUBOBOCHAIUTENbHOW O0a3MCHOM Tepanuu W YBEJIUYUTh BpeMs
710 IOCTHKEHHST KOHTpOJig 3aboiieBaHus. [IpuumHOi mo3gHEl MOCTAaHOBKU JHAarHo3a,
HECMOTpPS Ha  HalU4Me JOCTATOYHOr0 oOO0ObeMa  KJIMHUKO-A0OpATOPHBIX |
AHAMHECTUYECKMX JAaHHBIX (MPOSBICHUS  SNHU30AUYECKOM  OpOHXOO0OCTPYKIIHH,
OTSTOIIEHHAS HACIEJICTBEHHOCTh IO aJJIEPTMUYECKUM 3a00JI€BaHMSIM, HaJU4uue
CEHCUOUIM3AIMU K Pa3JIMYHBIM aJUIepreHaM), MOXKET SIBIATHCS MYJIbTUMOPOUIHBIN
(dbenotur.

2. [ToTHOT€HOMHOE CEKBEHUPOBAHUE C HCIOIb30BaHUEM OHWOMH(POPMATHUYECKOTO
aHanuza in silico TO3BOJISIET OIIEHUTh KIMHUYECKYH0 3HAYMMOCTh BapuaHTa TeEHA.
[TonydeHnHble JaHHBIE MOKA3bIBAIOT, YTO MOJUMOpPGHbBIE BapuaHThl B reHax HS3S76, F12,
MYOF  wmoryr  OBITh  3aJ€WCTBOBaHbl B  IIATOT€HE3€  HACJIEICTBEHHOTO
AHTMOHEBPOTUYECKOTO OTE€Ka M MPOBOLIMPOBATH OTEKH 3a CYET IMOBBILMIEHHOTO pEiin3a
OpaguKUHUHA. OO6Hapy:xeHHas HOBas MHCCEHC-MYTalus
NC 000010.10:2.95093020C>T (p.Argl590Gln) B rene MYOF naxe B reTepoO3UroTHOM
COCTOSIHUM MOKET paccMaTpUBAThCS KaK MATOTEHHAas y JHUI C KIMHUYECKUMU
CUMITOMAaMH HACJIEICTBEHHOTO AHTMOHEBPOTHYECKOTO OTEKA ¢ HOPMAJIBHBIM YPOBHEM
C1-uaruduropa.

3. CpaBHUTEIBHBIN aHAIW3 BCTPEUAEMOCTH aJNIEPrUYECKUX 3a001€BaHUM MO JaHHBIM
®CH Ne 12 u peectpoB HaOmtonenust crnenuanuctoB u3 EMUAC (Ha mnpumepe
r. MOCKBBI), HE3aBUCUMO OT METOJIUKU cOOpa NepBUYHOM HH(MOpMaLUK U ee 00padOTKH,
MOKa3ajJ HU3KYI0 YacTOTy BepU(UIMPOBAHHBIX NHUAarHo30B. KoMopOuaHas matojorus
y AeTell ¢ OpOHXUAIbHOM acTMOU (a/IepruyecKuil PUHUT, ATONMUYECKUM JEpMaTHT,
KpanuBHUIIA U Jp.) HE KOHTPOIUPYETCS BCIEACTBUE OTCYTCTBUSI JTMHAMUYECKOTO
MOHUTOPHUHTA, TaK KaK peO0CHOK HAOII0AaeTCs C OJJHUM IUATHO30M, KOTOPBIN CUUTACTCS

OCHOBHBIM.
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4. YuuThiBas IUHAMAYHOCTH €XEIHCBHO OOHOBIISIEMBIX aKTYyaJIbHBIX JTaHHBIX
peecTpoB HAOMIONCHHS aAJUIEPTOJIOTOB W TEAUATPOB M TMOTEHIIMAT METUITUMHCKHIX
WHOOPMAITMOHHBIX CHCTEM, a TakKKe BO3MOXKHOCTh aHajdu3a OOJBIIOro MmyJa
KOJMYECTBEHHBIX W KAQY€CTBEHHBIX JAHHBIX C MOMOIIBIO ATHUX CHCTEM, IeJIeCO00pa3HO
CO37aHNE €IMHBIX PETUCTPOB IO AJTIEPTUIYECKUM 3a00JICBaHUSAM Yy JeTel (C BHECEHUEM
CBEJICHUI O CTENEHM TSHKECTH, YPOBHE KOHTpOJsi 3a00jeBaHHs M O0ObEeMa TEparum)
B KQ4eCTBE WMHCTPYMEHTa JUIMTEIHHOTO JTWHAMHYECKOTO MOHUTOPHHTA TCUYCHUS
3a00J1eBaHUsI.
5. [IpoBeneHHOE HCcCle0BaHUE BBISIBUIIO, YTO B HACTOSIIIIEE BPEMsI IIPOIIECC PabOThI
Bpayva-reauarpa mpu OCYIIECTBICHUH MPpUeMa MalUeHTa ¢ TPE/II0IaraeMbIM THarHO30M
aJJIepruyeckoro 3a00eBaHus BKIIIOYAET JBa Pa3pO3HEHHBIX 3Tama: MPOIEecC CO3JaHus
3JIEKTPOHHOTO TMPOTOKOJa TpueMa (kamoObl, cOOp aHamMHe3a, OCMOTp, OIICHKa
1a00paTOPHBIX W WHCTPYMEHTAJIBHBIX HCCIEAOBaHWM, Ha3HAYCHUE WU KOPPEKITUS
Tepanuu) U GOPMHUPOBAHUE YICKTPOHHOTO HATPABIICHUSI, HA KOTOPOE 3aTPAavunBaETCs 10
1/3 oOiero perinaMmeHTHOTO BpemMeHu npuema. O0beIuHeHne mpoiecca GopMUpOBaHUs
MPOTOKOJa TpHeMa C OJHOBPEMEHHBIM aBTOMATHYECKHM CO3JaHHEM HaIpaBICHUS
ONITHUMH3UPYET B3aUMOACHCTBHE TeAMaTpa C  aUIEProjoraMH, TMOBBICHUT  €T0
3(pheKTUBHOCTb.
6. Pazpaborannbie, Hay4yHO OOOCHOBAHHBIE U aNpOOUPOBAHBIE aNTOPUTMBI H
OJIOK-CXEMBI, BKJIOYAIOIINE aBTOMATU3MPOBAHHYIO OICHKY HAJIWYHAS KPUTEPHUEB
JTMATHOCTUKHY, TTOKa3aTeNIed TSHKECTH TEUCHUS W TapaMeTPOB KOHTPOJIS aJNIEPTUUECKUX
3a00neBaHUi  MoKazain CBOKO  3(PGEeKTUBHOCTh. DYHKIMOHAT  MEIUIIMHCKHUX
WH()OPMAITMOHHBIX CUCTEM TIO3BOJISIET BHEAPUTHh CHCTEMY WHTEUICKTYaTbHON TTOMOIIH
MPUHSTHUS BpauyeOHBIX PEIICHUN U JOCTHYD ONTUMAILHOTO B3aUMOJICHCTBUS TIEIUATPOB
Y QJUIEPTOJIOTOB CO CIICIIMAIMNCTAMU BTOPOTO U TPETHETO YPOBHSL.
7. Pazpaborannass cuctemMa mpaBWJ M CO3/JaHHAsE MOJENb JUIsl OCYIIECTBICHUS
OECIIOBHON MapIIpyTHU3AINU ¢ MPUMEHEHHEM CHCTEMBI IIOMOIIHA MPUHATHS BpadyeOHBIX
pEIICHU ¥ MHTEIUIEKTYaIbHOW 00pabOTKH KIMHUYECKUX JTaHHBIX, COKPAIIAET MEePHOT
C MOMEHTA MEPBBIX MPOSBICHUN AJTIEPTUYECKHUX 3a00JIEBaHUIA 1O TIOCTAHOBKH TUArHO3a,

CTPYKTYypHUpPYET U OOBEAUHSAET Mpoliecc BepuUUKANUM JHATHO3a U MapUIpyTHU3aLUU
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MmanueHTa, OITHMH3UPYCT IMPOLECC I[aJIBHefIHleFO HCIIPCPBIBHOI'O MOHHTOPHHIA

KOHTPOJISI 3a00JIeBaHUsI 1 CBOEBPEMEHHON KOPPEKIIMHU TEPAITHH.
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NPAKTUYECKHUE PEKOMEHJALIUAN

1. Y neren C MPOSIBIICHUAMU OpOHXO000CTPYKIIHH, OTSTOIIEHHOU
HACJICJICTBEHHOCTBIO TIO0 AJUIEPTHYECKUM 3a00JICBAHUAM, HAIMYUEM CEHCUOWIM3AITUU
K pa3IUYHBIM ~ aJUIepreHaM, a TakkKe HaJudueM KOMOPOWIHOW —alljIeprudecKoi
MATOJIOTHH, UMEETCSI BRICOKHI PUCK peamu3anuu OpOHXHUaIsHOU acTMbl. HampaBnenue
TaKuX JIeTel K MPOPUIHHBIM CIEIIHAIICTAM COKpAIlaeT BPEMEHHOU MepHUO ] C MOMEHTa
MOSIBJICHUS TIEPBBIX CUMITTOMOB 3200JI€BaHUS 10 YCTAHOBKH OKOHYATEILHOTO TMarHo3a
Y CBOEBPEMEHHOI'0 Ha3HAYEHUSI TePaITHH.

2. Habnronenue nereit ¢ OpoHXMATBLHOM acTMOM B COYETAHUU C KOMOPOHUIHBIMU
MATOJIOTHSAMU (JUIEPTUYECKUN PUHUT, aTONMWYECKUA JICPMATHUT, KPATUBHUIIA) JTOKHO
OCYIIECTBIIATHCSA KaK IMeauaTpaMu, Tak W ajuIeprojioraMu U JPYTUMH CHEIUaTUCTaMU

HC TOJILKO II0 OCHOBHOMY 336OJI€BaHI/IIO, HO W 110 BCEM MAPYIruM COIIYTCTBYIOHIMM

3200JIeBaHUSIM.
3. Y gereit ¢ peUUAMBUPYIOIIUMH aHTHOOTEKaMHU, OTCYTCTBUEM 3(ddekTa
OT CTaHAapPTHOU Tepanuu AHTUTUCTAMUHHBIMU npenapaTaMmu u

[IIOKOKOPTUKOCTEpOUamMu, 0e3 cHukeHuss ypoBHed u (yHkuuu Cl-uHruburopa
c oTcyTcTBUEM uU3MeHeHu B reHe SERPINGI B ciydasx, HE MNOIXOASAIINX JJIs
CTAaHJAPTHBIX aJITOPUTMOB JUATHOCTUKH, ISl OLEHKH MaTOT€HETUYECKONW 3HAYMMOCTH
MyTaluui U Gosiee paHHEN MOCTAHOBKU JMArHo3a CIEAyeT MPOBOAUTH MOJTHOTE€HOMHOE
CEKBEHHUPOBAHHE C MPUMEHEHHWEM OuUOoMHPOpMaTHUYECKOro aHanuza in silico. D10
MO3BOJINT BHECTU TaKUX MAIMEHTOB B (hellepajbHbId PErucTp MJii CBOEBPEMEHHOIO
OKa3aHUs BCEH HEOOXOIUWMOW, B COOTBETCTBUU C KIMHUYECKHUMHU PEKOMEHIAIUSIMU,
MTOMOIIIH.

4. Jlns oObenuHEHUs Mpolecca CO3AaHUsl SJIEKTPOHHOIO MPOTOKOJA TMpUEMa U
(dhopmMupoBaHUs SIEKTPOHHOTO HAMPABJICHUS, ONTUMHU3AIMU PACXOJIOBAaHHS BPEMEHU,
3aTpauynBaE€MOro B paMKax IpUeMa Bpaya, YBEIMYEHUS BPEMEHU HEMOCPEACTBEHHOTO
B3aMMOJICUCTBUSL C MAIMEHTOM, YJYYIICHUS KAayecTBAa OKa3aHUs BpayeOHOU MOMOIIH

ACTAM PCKOMCHAOBAHO HMCIIOJIB30BAHHC IIPCAJIAaracMbIX aJIrOpUTMOB H 0JI0K-CXeM JJIIsL
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MMOCTAHOBKHU MPEIBAPUTEIBHOTO JAMArHo3a U CBOCBPEMEHHOI'O HAIpAaBJICHUS MaIllMEHTA
OT MeaAraTpa K CIelUaIUCTy BTOPOTO YPOBHSI.

5. Bepudukanus amarHoza ¢ HUCHOJIb30BAaHUEM CHUCTEMbl TMOMOIIU HPUHSATHUS
BpaueOHBIX PEIICHUI MPUBENET K MHUHUMHU3AIMUA PUCKOB OMIMOOK MPU MOCTAHOBKE
JIMarHo3a, a TakKe CHU3UT PUCKU OTCPOUYEHHOW NMArHOCTUKU BCJEICTBHUE IMOMAJAHUS
B JJATEHTHYIO 30HY MaIllME€HTa C UMEIOIIUMCS, HO HE JUarHOCTUPOBAHHBIM 3a00JIEBAHUEM.
6. Ha npuemMe y memuarpa u amieproiora pPeKOMEHJIOBAHO MPUMEHEHHE
pa3pabOTaHHBIX AITOPUTMOB U OJIOK-CXEM JJIsl TUHAMUYECKOTO MOHUTOPUHTA TEUCHHUS
aJUIepruyeckux 3a00JeBaHMM, ISl COKpAIlEHHs] CpOKa OT TIIOCTAaHOBKHM JUarHo3a
710 MOMEHTA JOCTHXKEHUSI KOHTPOJISI U Ha3HAYEHUS aJIEKBATHOM TEparuu B COOTBETCTBUU
C YTBEPXIEHHBIMU KIMHUYECKUMU PEKOMEHJALMSIMHU, a TaKKe CHUKEHUS PHCKOB
HECBOEBPEMEHHOU KOPPEKIIUU TEPAUU, FTOCIUTAIU3AIMU B CTAlIMOHAP C 000CTPEHUEM,
B TOM YHUCJIE U TSKEIBIM.

7. Buenpenue B MeauuuHCKUEe ~ MH(OPMALMOHHBIE  CUCTEMBI  aJropuTMa
aBTOMATHYECKON OECIIOBHOM MapIIpyTH3allMKM MAIMEHTOB C MPUMEHEHUEM CHUCTEMBI
WHTEJJIEKTYalIbHOW TMOMOIIM MPUHATHS BpadeOHBIX pemieHuid (CBUIETENBCTBO
o peructpanuu 60a3bl gaHHbix RU 2024625780 «Co3gaHue anropuTMoB IMpolecca
Bepudukauu (MOCTAaHOBKU-MIOATBEPKACHUS) OKOHUATENbHBIX JUArHO30B B 00JIACTH
aJIepruyeckux 3a0o0JieBaHUM M Tpoliecca OSCHIOBHOM AIEKTPOHHON MapuIpyTH3alUU
MalMEHTOB ¢ NOJOOHBIMM  auarHozamu B EMMUAC», 3zassim.  02.11.2024;
omy01. 05.12.2024), ¢ y4eToM UMEIOIMUXCSI BO3MOKHOCTEHN U MOTEHIINAIa MEIUITTHCKIX
MH(QOPMAIIMOHHBIX CHCTEM, 0€3 BHECEHMS U3MEHEHUM B HOPMATUBHBIE JTOKYMEHTHI,
perIaMeHTUPYIOIIME TPOIIECC OCYIIECTBICHUS MpUEMa MalMeHTOB, CO3/IaCT YCJIOBHS
CHUIKEHHUSI PUCKOB, CBSI3aHHBIX C MO3/JHUM BBISIBICHHEM AJJIEPTHUECKUX 3a00JIeBaHUN U

HNX HCKOHTPOJHUPYCMBIM TCUCHHUCM.
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CIIUCOK COKPAIIIEHU 1 YCJIOBHBIX OBO3HAUEHUI

A3 — annepruyeckue 3a001eBaHUs

AQO — aHrnooTek

ATIL] — amOy1aTOpHO-MOTUKIMHUYECKHI TIEHTP

AP — annepruyeckuii puHUT

AT — anTuTena

AT]] — aTonuyeckuil 1epMaTUT

BA — OponxuanbHasi actMa

BO — 6ponxo06CTpyKLIHS

I'KC — rmoKOKOPTHUKOCTEPOUIbI

JAN — noBepUTENBHBIA HHTEPBAII

JTHK — ne30xkcupuOOHyKIE€nHOBas KMUCIOTA

EI'MC3 -~ Enunas rocynapcTBeHHass HHGOpPMAIMOHHAs CUCTEMa B
31paBOOXPAHEHHUS

EMUAC — Equnas meauimHckas ”HQOpMaIIMOHHO-aHAIUTHYECKasi CUCTEMA
KoK — xauecTBO *kHU3HH

MUC — mequnuackas nHGopMaIMOHHas CUCTEMA

MKB-10 — Mexnynapoanas kiaccudukaius 0onesneit 10 nepecMotpa
MOCso — MakcuMalibHasi 00beMHasi CKOpocTh Mpu Bbixoxe 50% DIKEJI
HAO — HacniencTBEeHHBIN aHTHOHEBPOTUYECKUN OTEK

OP — oTHOCUTENBHBIN PUCK

OPBMU — octpas pecnupaTopHasi BUpycHasi UHPEKIHs

OPU — octpas pecniupaTopHasi UHPEKIHS

O®B| — 00beM (popcHpPOBAaHHOrO BBIIOXA 32 MEPBYIO CEKYHIY

Ol — oTHOMIEHNE IAHCOB

ITOC — nukoBas 00beMHass CKOPOCTh BBIIOXA

[TI[P — monumepa3Has uenHas peakuus

PHK — puboHykiienHOBas KMCI0Ta

chepe
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C1-UHI'-HAO — nHacneACTBEHHBIA aHTHOOTEK C ACPUUIUTOM WU (PYHKIMOHAIBHOU
He3penoctbio Cl-unruburopa
CJIBI" — cunapom neduimta BHUMAHUS U TUTIEPAKTUBHOCTH
CIIIIBP — cucteMa noMoIy NpuHATHs BpaueOHBIX PEIICHUN
TBA — Tsxenas OpoHXHaNbHas acTMa
O®BJI — ¢hyHKIUS BHEIIHETO JbIXaHUS
OXEJI — popcupoBanHas KU3HEHHAS] €MKOCTb JIETKUX
OUO — bamunus, UM, OTIECTBO
®OCH Ne 12 — dpopma peaepanpHOro cTraTucTUYecKoro Haomoaerus Ne 12
XK — xpoHuueckasi KpanvBHUIIA
XCK — xpoHn4ecKasi CIIOHTaHHAs] KpAalTMBHUIIA
YUCC —yacToTa cepAeYHbIX COKpaICHUI
ACT — Asthma Control Test
ADCT — Atopic Dermatitis Control Test
API — Asthma Predictive Index
BAI — Beck Anxiety Inventory
BDI — Beck Depression Inventory
DALY — disability-adjusted life-year
ddNTP — nune3oxcunykineoruarpudocdar
dNTP — nezokcunykneoruarpudocdar
GA’LEN — Global Allergy and Asthma Excellence Network
GAN — Global Asthma Network
GINA — Global initiative for asthma
GOLD - Global Initiative for Chronic Obstructive Lung Disease
HOME — Harmonising Outcome Measures for Eczema
HOPE — Have Our Protein Explained
Ig — ummyHOrNOOYIMH
IMGT — The International Immunogenetics Information System
ISAAC — International Study of Asthma and Allergy in Childhood
MLPA — Multiplex ligand-dependent probe amplification
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NCBI — National Center for Biotechnology Information
NGS — Next Generation Sequencing
NICE — National Institute for Health and Care Excellence
OMIM - Online Mendelian Inheritance in Man
PAPS — 3'-pocdo-5"-anenmicynbdar
POEM — The Patient Oriented Eczema Measure
SCORAD — SCORing Atopic Dermatitis
Se — Standard error, ctanmapTHas onMoOka
UAS7 — Urticaria Activity Score 7
UCT — Urticaria Control Test
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