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OBIIASA XAPAKTEPUCTHUKA PABOTbI
AKTYaJILHOCTb TeMbI HCCJI1eJ0BAHUSA

B nocnennue necsatuieTuss pocT pacHpOCTPAaHEHHOCTH alUIeprUyeckux 3abosieBaHUil, B TOM
yrciie U OporxuansHoi actmbl (BA), otmMeuaercs Bo Bcem mupe. (Song P., Adeloye D., Salim H.,
et al., 2022). B To ke BpeMs, HCOJHOKPATHO M YOEIUTEIBHO MOKAa3aHO, YTO PACIIPOCTPAHEHHOCTh BA,
[0 JaHHBIM OQUIMAIBHON CTaTUCTUKH, HIDKE peabHbIX IIOKa3aTeled M HWKe IoKazaTesel
KOJIMUECTBA JIETEH C CUMIITOMaMH, XapakrepHeiMu mius BA (mox pen. AxcenoBoit E.W., 2020). Oto
CBSI3aHO, B TOM 4YHCJE C TEM, YTO JMArHo3 ajlepruyeckux 3aboseBaHuii (OpoHXHalbHAs acTMa,
aTONUYECKUN JepMATUT, AIJIEPTUYECKUIl PUHUT, KpanuBHUIA) BepUPUUUpPYETCS HA OCHOBAHUU
aHaMHE3a M XapaKTEepPHbIX CHUMIITOMOB, T.€. SIBJIETCS KIMHUYECKUM. BakHOW XapakTepUCTUKOMN
AJUIEPrU4ecKOd MaTOJOIMM, YCIOXKHAIOWEH M AMATHOCTUKY, W CTATUCTUYECKUM y4eT, sBIAETCS
MYJbTUMOPOUIHOCTh — HAJIWYHE Yy OJHOIO IAlMEHTa OJHOBPEMEHHO HECKOJIBKUX IHAarHO30B
(OpoHXMaJIbHOM acTMbl, AJUIEPIrHUECKOr0 PUHUTA, AIJIEPTUYECKOr0 KOHBIOHKTHUBUTA, aTOMUYECKOTO
nepmatura). Pukcanus BCeX AMArHO30B OCYIIECTBISIETCS HE BCerja M NAlMEHT «HAXOIUTCS» Ha
JMCTIAHCEPHOM HAOJIIOJICHUN/CTATUCTUYECKN «YUYHUTHIBACTCS» JIMIIb 10 OJHOMY U3 JIMarHo30B,
KOTOPBIN (UTYpPHUPYET U OTpaxkaeTcs kKak ocHoBHOM. ([lenucoBa A.P., ManaxoB A.b., [Tammypa A.H. u
ap., 2023).

K oamnoit u3 maronoruii, nuddepeHnnanbHas AUArHOCTUKAa KOTOPOH OCOOEHHO TpyAHA, U
TpeOyeT HeCTaHJAPTHOIO MOAX0/a, BBEIXOAIIErO 3a PAMKH PYTHHHBIX JUArHOCTUYECKUX CTaHIapTOB,
aBiseTcs HacieacTBeHHbIN anrnoorek (HAQO), mpu KOTOpoM BpeMst OT NIEPBOTO NPOSBICHUS (aTaKH)
1o Bepudukanuu auaraosa cocrtaBiseT B cpeaneM 13.5 mer (HAO. KnuHndeckne pekOMEHIAIIUH.
2024). Haubosee TpyAHBIM B IMATHOCTUKE SIBJSIETCS — HACICICTBEHHBIH aHTHOOTEK C HOPMAalbHBIM
ypoBHem Cl-uaruburopa ¢ myranusmu B reHax F12, PLG, ANGPT1, KNG1, MYOF, HS3ST6
(IMeunukoBa H.A., Octankosa FO.B., Caiitranuaa M.A., beosikoB A.M., [leancoBa A.P., [TomuepHsieBa
H.C., Toromsn A.A., 2023). IloaToMy aKTyaqbHO H3Y4YE€HHE HOBBIX MYyTalUil C HPUMCHEHHEM
MIOJTHOTCHOMHOTO CEKBCHHUPOBAHUS W OMOMH(pOpMATHYECKOro aHaiam3a In Silico, i BBISICHEHHS WX
XapakTepa ¥ KIMHUYECKON 3HAaUMMOCTH Juis peanu3anuu HAO.

B 10 ke BpeMsi, HEM3MEHHOCTh O(QHUIUAIBHBIX TaHHBIX B TUHAMUKE CBUIETEIBCTBYET (IO pen.
E.N. AkcenoBoit, 2020; Beictpurikas E.B., bunmnuenko T.H., 2022), uto npo6iieMa rMrmoanarHoCTUKH
ajyiepruyeckux OoJjie3HEeH CcoXpaHseTcs, U MEeTOAoJIOTHs cOopa W PETUCTpalud OQHUIMATIBHBIX
SMHUJIEMHUOJIOTMYECKUX  CBEJEHMH TpeOyeT yCOBEpLICHCTBOBaHMSA. YUMThIBas  pazHOOOpasue
IJIEpruYecKuX 3a00JIeBaHui y JeTell M TpYIHOCTH TuddepeHnanbHON JUarHOCTUKH, aKTyaJIbHOMN
ABISIETCA pa3pabOoTKa MHCTPYMEHTOB, MO3BOJISIIOIIMX OCYIIECTBHTH CBOCBPEMEHHYIO M PaHHIOIO
IUArHOCTUKY A3 W JajnbHEHIIYI0 CTPYKTYPUPOBAaHHYIO MapLIpyTH3allMl0  Ha aMOyJlIaTOpHO-
NOJMKJIMHUYECKOM J3Tale OKa3aHWsA MEJUIMHCKOM IOMOIIM, TIOCKOJIbKY MMEHHO IeAHaTphbl

MMOJIMKJIMHUK TICPBBIMU  CTAJIKMUBAKOTCA C 9TOM prnHOﬁ IMannuCHTOB. Ilocne mocTaHOBKH JuarHosa
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OCHOBHOM 11€JIbI0 JIEUEHUs JII000M aJuIepruuecKkoil HO30J0THUH  SIBJSIETCSl TOCTHIKEHUE U COXPAHEHHE
KOHTpPOJISI HaJl CUMITOMAaMH M MaKCHUMAaJlbHOTO CHIJKEHUS PHCKOB HEOIArompusTHOIO TEYEHHS,
obocTpenuii, B ToM uucie u paransHbix (bponxuanbhas actma. Knmuandeckue pekomenaanuu, 2024).

B Hacrosimee Bpems IMpOAOIDKAeTCS AaKTUBHOE BHEAPEHHE MEAMLIMHCKUX HH(OPMAIIMOHHBIX
cucrteM (MUC), koTopbsie 00BEIUHSIOT JIEKTPOHHBIC METUIIMHCKUE KAPTHI, TaHHBIC JJA0OPATOPHBIX U
MHCTPYMEHTAJIbHBIX UCCIICIOBAHUN, CHCTEMY MOJAEPKKU MPUHATHUS BpaueOHBIX PEHICHUN U MHOIrOe
Jpyroe B 3aBUCUMOCTH OT PETrMOHA W CTPaHbl, HO MOTEHIMAT MEIULMHCKUX HH(POPMALMOHHBIX
CHUCTEM, KaK HHCTPYMEHTa paHHEW JMarHOCTUKA W MOHUTOPHHTa KOHTPOJS aJUIePrU4YecKOi
NaToJOTHU y JeTel, mpaktudyecku He ucnosb3yercs ([Iprka3 MuHucTepcTBa 3ApaBOOXpAHCHUS U
conuanbHoro passurus PO ot 28 anpens 2011 roxa Ne 364).

@OyHKIMOHAT U BO3MOXKHOCTHM MEIUIUHCKHX JJIEKTPOHHBIX CHCTEM B KaueCTBE HCTOYHUKA
AMUAEMHOIOTUYECKON HH(OpMaIK amiepruueckux 3aboneBanuil (A3) y aeTel He UcciezoBaics |
HE MPOBOAWJICS CPaBHUTENbHBIM aHalu3 C JaHHBIMH (GOpMbI  (eaepaibHOr0 CTaTUCTHUYECKOIO
HaOmoaeHust Ne 12 (OCH Nel2).

Hcnonb3oBaHue MOTeHUUANbHBIX Bo3MoxkHOcTed MUC ¢ wuHTerpanuei B 1epeBO MPUHATUSA
BpaueOHBIX PEHICHNH KIMHHUYECKUX PEKOMEHAIN, YETKO ONPEIEIIAIONNX CTPATETHIO U BBIOOp, Kak
JMAarHOCTUYECKUX KPUTEPUEB, TaK W TAKTHKY BEACHHUS JIETEH C ajlIeprHuecKuMH 3a00JIeBaHUSIMH,
MO3BOJIUT BpauaM CBOEBPEMEHHO IMarHOCTUPOBATH M KOHTPOJIUPOBATH UX.

Takum oOpa3oM, ompezeneHHe NOTEHIMada BO3MOXXHOCTH HCIOJIb30BAHUS BJIEKTPOHHBIX
MEIUIUHCKIUX CHCTEM KaK WHCTPYMEHTa JMAarHOCTHKH, OLEHKW/MOHUTOPHHTA KOHTPONS |
MapLIpyTU3alUK JIeTell ¢ aiepru4ecKuMu 3a00JIeBaHUSAMHU, B TOM 4YHCJIE, U C aHTHOOTEKaMHU (C
NpUMEHEHHEM MeToja OMOMH(OPMAIIMOHHOTO aHamu3a in SiliCO), ¢ MOMOIIBI0 HWHTEIEKTYaIbHON
00paboOTKM KIMHUYECKUX JaHHBIX, U B KaueCTBE ONTHUMAIbHOTO MCTOYHHKA CTATHCTUYECKOrO ydera
SMHUIEMHUOJIOTMYECKUX CBEIEHUH, ONPeIeInI0 aKTyalbHOCTh TEMBI IUCCEPTAIIMOHHOTO MCCIIEIOBAHUS.

Crenenb pa3padOTAHHOCTH TeMbI HCCJIET0BAHUS

[Ipu u3yueHun OoTeYeCTBEHHOM U 3apyOeKHON HAyYHOW JIUTEpaTyphl, MOCBAIIEHHON IpobiieMe
JTUArHOCTHKH, BEJICHUIO, MAapUIPyTU3allUKd JeTeld C aJulepruyeckoil Mmaroyiorheid M BOIpocam
UCTIOJIb30BAaHUS B PYTHMHHOM KJIMHUYECKOW MPAKTHUKE COBPEMEHHBIX MH(POPMAIMOHHBIX TEXHOJIOTHH,
ONpEENIEHO, YTO 3HAYUTENIbHBIE MEpbI, HAINpaBICHHbIE Ha YJIy4YIIEHHWE IIOKa3zaTeled KadecTBa
OKa3aHUsl MEJAMIIMHCKON MOMOIIM JETSIM, Peaiu3yloTCs 3a CUeT pa3padOTKHU M BHEAPEHUS OCHOBHBIX
PEryJIUPYIOMIUX JOKYMEHTOB (CTaHIApTOB U MPOTOKOJIOB (KIMHUYECKMX PEKOMEHAANNN) OKa3aHUs
MEIUIUHCKON MMOMOIIHN, U JAIbHEHIIEeMy aKTHUBHOMY BHEIPEHHUIO MH(OPMAIIMOHHBIX TEXHOJIOTHHA B
sapasooxpanenue (Badowski, M. E., Walker, S., Bacchus, S., et al., 2018). 3a nocnenuue 10 net B

obOmacti 1M(POBU3ALMU CHCTEMBI 31paBooxpaHeHHss B P® ObuM JOCTUTHYTHI 3HAYUTEIbHBIC

ycrexu: Obuia yrBepkaeHa Konmenmust co3manust EnuHON ToCymapcTBeHHOM HH(OpMAIMOHHON
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cuctemsl B cdepe 3apaBooxpanenus (ETMIC3); Buenpena Exwnas memunuHckas wHOOPMAIMOHHO-
aHamuTHyecKas cucrema ropoaa Mocksel (EMUAC), koTopasi co3aBaiach Kak 4acTh pErHOHAIBLHOIO
¢parmenta ETUC3, wuHTErprpoBaHHOTO C €ro (QenepalbHbIM CEerMEHTOM. B HacTosiee Bpems
EMUAC wucnonb3yercsi BO BCEX TOPOACKHX aMOyIaTOPHO-TIOJIMKIMHUYECKUX IIEHTPaX, TOPOACKHX
00JbHHUIAX, CTAHLUSAX CKOPOM MEIMIMHCKON MOMOILIM U pAlie IPYTrUX MOCKOBCKHX MEIMIIMHCKHX
oprammsaruii (mox pen. Axcenosoit E.M., 2020). Jlns (popMHpOBaHHS IIaHA JIEYEHHUS B MHUPOBOM
NpaKkTUKE pa3padaThIBalOTCS CHUCTEMbI, OCHOBAaHHBIE Ha IMpaBmiax. Kpome TOro, ectb cBeieHUs 00
YCHEIIHOM MPUMEHEHUM METOJ0B JIOTMYECKOro BBIBOJA JJISi AMArHOCTUKH IAllMEHTa B CHUCTEMax

I/IHTeJ'IJ'IeKTyaJ'IBHOI\/'I 06pa6OTKI/I MCIUIMHCKHUX JaHHBIX W CHCTEMax, pa60Ta101uHx B CMCECXKHBIX C
memuuuHoi obmactax (Fong, B., Fong, A.C., Li C. K., 2010; Lehmann HP, Downs SM., 2018). B

HACTOsIIIEE BPeMsi B OTCYCCTBEHHOM CHCTEME 3PaBOOXPAHCHHS OKA3aHUs MEeIUaTPUUSCKOI TOMOIIH,
ucnons3opanue MUC HaxomuTcs Ha CTagud JHHAMHYECKOTO COBEPILCHCTBOBAaHHS U TpeOyer
MaKCHMAJIbHON CHHXPOHH3ALUH C CYHIECTBYIOMIUMH 0100pEHHBIMH ITPOTPAMMHBIMH JOKYMEHTAMHU I10
HO30JIOTHSIM (KITMHUYECKUMH PEKOMEHIALUSIMH, OTPACICBBIMH CTaHAapPTaMH, IIPOTOKOJIAMH).

Takum 00pa3oMm, oueBHIHA HEOOXOAMMOCTh ONTHUMHU3AIMHU IPOLECCA OKA3aHUs MEIULUHCKOM
TIOMOIIX JICTSIM C aJTICPTUYECKUMH 3a00JICBaHUSMH, KaK Ha dTare MMOCTaHOBKU JTMarHo3a, JCYCHUs, a
TaKKE Ha OJTame O0eCleueHHs TUHAMHYECKOrO MOHUTOPUHra KOHTPOJS TEUeHHs OOJE3HH U
CBOCBPEMCHHOW MAapIIPyTH3allMM C [OMOIIbIO BHEAPCHUS CHCTEMbI TPaBWI  OCCIIOBHOMN
MapIIpyTH3aL{H C UCIIOJIb30BAHUEM COBPEMEHHBIX Bo3MoxkHOcTel MUC.

Heab u 3axa4n uccjieI0BaAHUSA

Llens uccnenoBaHus: YCOBEPIICHCTBOBATh MEXaHU3MBI M aJTOPUTMBI BepH(UKAIMK TUArHO3a,
MOHHUTOPUHTA KOHTPOJISI W MEPCOHU(PHUIUPOBAHHOTO HAOJIONEHHUS  JIETCH C auIeprHYecCKUMHU
3a00JIeBaHUSIMH ¥ CO37[aTh MOJICJIb ABTOMATHUYSCKONW MapIIpPyTH3alli Ha OCHOBAHUHM OICHKU
CYILECTBYIOIINX TIOXOJIOB K BEJICHUIO JIETEil C JIaHHOW MATOJOTHEH M aHaln3a HOBBIX TEXHHYECKUX
BO3MOXKHOCTEH MEIUIMHCKUX WH(POPMAIIMOHHBIX CHCTEM ISl MOBBIMICHUS (P (PEKTUBHOCTH OKa3aHUs
TIOMOIIIH JIETSIM C aJUIEPIrHYSCKUMU 3a00I€BaHUSIMU.

3agaun uccneIoBaHus

1. BbigsBUTP TOPUYUHBI TO3[HEH JUArHOCTHKA M  IPOAHAIM3UPOBATh KIMHUYECKYIO
XapaKTEepPUCTHKY JIeTell ¢ OpOHXMAILHOM acTMOH B Pa3HBIX BO3PACTHBIX IMEPUOJaX, B TOM YHCIE B
COYCTAaHHH C JPYTUMH aJUICPIUYeCKUMH 3a00JIeBaHUSIMHU, HAOIIONAIOMINXC B aMOylIaTopHO-
HOJUKITMHUYECKUX YCITOBHSIX.

2. Ha mpumepe ManueHTOB C PELMIMBUPYIOLIMMH AHTMOOTEKAaMHU IMOKa3aTh 3()(HEKTUBHOCTH
HOBEHIINX METO/IOB MOJICKYJIIPHO-TCHETHYECKOTO o0crne1oBaHus u MPUMECHEHHUSI
ouonHpopmatrueckoro ananusa in Silico anst mocraHoBku auaruo3a HAO ¢ HOpMalbHBIM YPOBHEM

C1 unaruburopa B ciydasx, He MOIXOIAITUX Il CTAHAAPTHBIX aJITOPUTMOB JTUATHOCTUKH.
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3. IlpoBecTn CpaBHUTENBHBIA aHaNN3 ocoOeHHOcTe BeneHus ydetHou (opmbr @®CH Nel2 u
BO3MOXHOCTEH MCIOJIb30BaHMs (YyHKIMOHAIA MEAMLMHCKUX MH()OPMAIMOHHBIX CUCTEM (PEECTpOB
aJJIeproyiora u menuarpa) Ui OLIEHKHM 3aBHCUMOCTH KOJUYECTBA BepU(UIIMPOBAHHBIX JAUArHO30B OT
METOJIMKH cOopa MEpBUYHON HHPOpMAIH, ee 00pabOTKU U BO3ZMOKHOCTEH MOHUTOPUHTA KOHTPOJIS
ajyiepruyeckux 3a0ojeBaHUil y JeTel Ha MpuMepe HECKOJIbKUX aMOYJaTOPHO-MOJMKINHUYECKUX
LICHTPOB.

4. Ilpoananu3upoBaTh IpoLecc pabdOThl Bpaya-eAuaTpa M €ro B3aUMOJEHCTBHS CO
CHEUAJINCTAaMU B YCJIOBUSAX aMOyJIaTOpPHO-TIOJMKIMHUYECKOTO 3BE€HA HA IEPBUYHOM IMpUEME MpHU
[IOCTAaHOBKE  JMarHo3a ajuiepruyeckux 3aboieBaHMl M JaTh  OPEUIOKEHHS 1O  €ro
YCOBEPILLICHCTBOBAHMUIO.

5. Pagpaboratb U HayuHO OOOCHOBAaTh ONTUMAJIbHBIC ANTOPUTMbl JUATHOCTUKH U
JTUHAMUYECKOTO HAOII0ACHUS (C OLIEHKON KOHTPOJs 3a00J€BaHUs) y MALMEHTOB C aJUIEPTUYECKUMU
naToJorusiMu (OpOHXHAbHOM acTMOM, aTONMMYECKUM JIE€PMATUTOM U XPOHMYECKON KpalMBHHULEH) ¢
IPUMEHEHHEM METOJIOB AaBTOMATHU3MPOBAHHOW OOpabOTKM KIMHUYECKMX JAaHHBIX M CHUCTEMbI
UHTEJUICKTYyaJbHOM IOMOIIM TPHUHATHUS BpadeOHBIX pEUIEHHH C Y4YeTOM BO3MOXHOCTEH U
(dyHKIMOHATIA MEAUIIMHCKUX WH(POPMAIIMOHHBIX CHCTEM.

6. Paspaborath cucTeMy ImpaBWJ U CO3JaTh MOJENIb aBTOMAaTHUYecKOl OecHIOBHOM
MapuIpyTU3allud ¢ TIPUMEHEHHEM CHUCTeMbl MHTEIIEKTYaJIbHOM MOMOIIM MPHUHATUS BpadyeOHBIX
peLIeHUH C Y4eTOM HMEIOIIMXCS BO3MOXKHOCTEH M MOTEHIMajda MEAMLIMHCKUX HH(POPMAIMOHHBIX
CUCTEM JJIs ONTHUMM3ALMKM JUAarHOCTUKM M MOHUTOPUHIA TEUEHUS W KOHTPOJS aJlJIeprHuecKUX
3a0o0sieBaHUH y JeTeil.

Hayuynasi HOBH3HA

ITpoBenen ananus CBOEBPEMEHHOCTU IIOCTAHOBKM JUar€o3a U 3a00JIeBa€MOCTH IO
oOpamiaeMocTd 'y JeTed ¢ OpOHXMaJbHOH acTMOW B YCIOBHAX aMOyJaTOPHO-TOJUKIMHUYECKHX
1eHTpoB. [IpoaHanu3upoBaHo couetaHue OPOHXMAIBHOM aCTMBbI Y JIeTel ¢ IPYTUMU aJUIeprHYECKUMU
3a00JIeBaHUAMH (C YUETOM MYJIBTUMOPOUIHOCTH (DEHOTHINA) B Pa3HBIX BO3PACTHBIX MEPUOJIAX.

IToxa3zans! 3Tamnel quddepeHanTbHON AMarHOCTUKH PELMIMBUPYIOIINX aHTHOOTEKOB y JleTel
B aMOyJaTOpHOM 3BEHE, C pe3yJbTaTaMH MPUMEHEHHs IOJHOT€HOMHOIO CEKBEHHUPOBAHMS IIpU
JMarHOCTHMUYECKOM TIOHCKE y JIeTell C HAacJEeICTBEHHBIM aHTMOOTEKOM C HOpMajbHbIM ypoBHeM Cl-
uHruouropa. M3ydensl HoBhie MyTanmu B reHe HS3ST6, rene MYOF um B rene F12, mposenen
HPOTHOCTHYECKUI aHaimmu3 in SiliC0 ux xapakrepa M KIMHHYECKOH 3HAYMMOCTH IS Pa3BHUTHS
HaCJIEICTBEHHOTO aHMOOTEKaA.

IIpoBeneH cpaBHUTENBHBIN aHAIU3 AaHHBIX 00 ayneprudeckoi naronoruu y nereit mo ®CH Ne
12 (3aboneBaeMOCTh O OOpaIaeMoCTH) C peecTpaMu ajieprosiorop u mneauatpoB m3 MUC (ma

npumepe EMUAC) ueTsipex aMOyaaTopHO-NOMUKIMHNYECKUX LeHTpoB (AIILL) r. MockBbr).



[IpoananusupoBan noreHuuan Bo3MmoxHocTer MUC (nma mpumepe EMMAC) B kauectBe
UCTOYHUKA SMUAEMHOJIOTHUYECKUX TaHHBIX 00 ajuiepruyeckoil maToJOTUM y JAeTed U HMHCTPYMEHTa
CTaTUCTUYECKOrO0 yyeTa Ha npuMepe Heckoiabkux Allll ¢ wmenpio CcTpyKTypupoBaHuUsS U
COBEPILICHCTBOBAHUS TUATHOCTUKU M JAbHEHIIET0 TMHAMUYECKOTO HAOIIOEHUS JIeTeH ¢ JaHHBIMU
3a00JIeBaHUSMH.

BbIBIIEHO M MMOKa3aHO, YTO MMEIOLIAACS Ha JAHHOM JTale MapLIpyTU3alus MalUueHTOB C
JJIepruyeckKuMM 3a00J1eBaHUsIMHU TpeOyeT pa3pabOTKU MHCTPYMEHTOB U allTOPUTMOB BepU(DUKALUU
JarHo3a M 00eCledeHUs] CBOCBPEMEHHOTO MOHHUTOPHMHIA YPOBHS KOHTPOJIS  OOJIE3HH Yy TaKHX
HAIMEHTOB.

OnTuMHU3UpOBaH, IPOBEPEH U anpoOUPOBAH HA KOHTPOJBHOW TpYyIIE JETei aaropuTM paHHEH
JMAarHOCTUKU aJUIEPTUYECKUX 3a00JeBaHUN C HUCIOJIb30BAHUEM COBPEMEHHBIX BO3MOXKHOCTEH
UH(POPMALMOHHO-aHAIUTHIECKUX CUCTEM.

Coznanbl W anpoOMpoOBaHbl AITOPUTMBI  IIpolLlecca TIOCTAHOBKU U TOJATBEPKICHUS
OKOHYATEJIbHBIX JIMATHO30B U JAJbHEHIIET0 MOHUTOPUHIA KOHTPOJSA y JAETeH C aIepruyeCKUMH
3a00J€BaHUAMU M IIpolecca OECHIOBHOW AIIEKTPOHHOM MapIIPYTH3alMM NAIlMEHTOB C JIAaHHBIMU
JTUarHO3aMU B MEIUIIMHCKON MH(POPMAIMOHHON CHCTEME.

TeopeTnyeckass 1 NpakTHYeCKasi 3HAYUMOCTH PadoThI

Marepuansl HMCCIEIOBAHMS HAINpABIECHbl HAa COBEPIICHCTBOBAHUE QJITOPUTMOB OKa3aHUs
CHELMATU3UPOBAHHON MOMOIIH JIETSM € AJIJIEprUYeCKMMHU 3a00JIeBaHUSIMHU.

B xone wuccnenoBaHusi MPOU3BEAECH aHAINW3 KOJMYECTBA M CBOEBPEMEHHOCTh IOCTAHOBKHU
JMarfHo3za OpOHXHaJIbHOW acTMbl y neTell, npukperuieHHbIX K deTtbipeM AIIL[ r. MockBbl. M3yueno
codyetanue BA y aerelt ¢ npyrumu A3 B pa3HBIX BO3PACTHBIX MEPHUOJIAX.

Hayuno oOocHOBaH ONTHMMHM3UpPOBaHHBIA moaxoa kK auarHoctuke HAO ¢ mpumeHeHunem
OononH(popMaMoHHOTO aHanmu3a IN Silico. OOHapy>KeHBI U BIIEPBBIC OMUCAHBI HOBBIE MYTAaIlMU B T€HE
HS3ST6, rene muodepnuaa u B rene XII ¢akropa u ompeneneHa WX 3HAYUMOCTH B peaTH3AINH
HACJIEICTBEHHOTO aHMOOTEKa.

[Ipoananu3upoBaH U MPOBEEH CPABHUTEIBHBIN aHAINU3 JaHHBIX 00 allJIepruiyecKor MaToJIoruu
y nereit mo ®CH 12 ¢ perucrpamu aiieprojoroB W NneauaTpoB Ha npumepe Heckosnbkux AIILL r.
MockBa u nana oobektuBHas oneHka EMUAC B kauecTBe MHCTpyMEHTa CTaTUCTUYECKOTO ydeTa U
UCTOYHHUKA SMUJAEMHOIOTMYECKUX JaHHbIX. Pa3paboTaHbl alrOpUTMBI MMOCTAHOBKH, MOATBEPKIACHUS
MUarHo3a U JajbHEHIIero JUHAMHUYEeCKOr0 MOHMTOPHUHTA KOHTPOJS alIepruyeckux 3a0ojieBaHUN Yy
neredd, Oaszupyrompecs Ha KIMHHYECKUX PEKOMEHAALUSAX W OTpaKalollyde KIIOUEBbIE MapaMeTphl,
CTaHJApTHBIE /IS TaHHBIX HO30JI0THYECKUX (popM. J[aHHBIE KPUTEPHH MOTYT OBITH HCIIOJIE30BAHBI JIJIS
OIICHKH BPEMEHHBIX, IMPOIECCYaTbHBIX MapaMeTpoB, oObemMa U AH(PEKTUBHOCTH JIEYCOHBIX

MepOHpHHTHﬁ, MHWHUMHN3NUPOBATH pUCKH MOCIIEACTBUM HECBOCBPEMCHHOI'O KOHTPOJIA,



IPUBEPKEHHOCTH U OTCYTCTBUSL IE€PECMOTpa CTpaTeruy JIeYeHHs, Kak Ha aMOyJlaTOpHO-
HOJMKJINHUYECKOM 3Tare, TaK U B CIEHUAIN3UPOBAHHBIX MEAULIMHCKUX YUPEKACHUSX.

[TpakTHyeckasi IEHHOCTh COCTOMUT B TOM, YTO Ha pe3yJbTaTax AUCCEPTALMOHHON paboThl aBTOpa
pa3paboTaHbl MEPONPUATHS, HAIIPABICHHBIC HA COBEPILIEHCTBOBAHUE JUATHOCTUKU M TUHAMHYECKOTO
HaOMIOZCHUST JIeTel ¢ ajuieprudaeckumMu 3abosneBanusamu. Co3maH aaropuT™M U pa3paboTaHa MOJEb
OeCLIOBHOW MapLIpyTH3allUd C IPUMEHEHMEM CHUCTEMBbI ITOMOIIM MPUHATUS BPayeOHBIX PELICHUN U
MHTEJUIEKTYyaJIbHOH OOpabOTKM KIMHUYECKUX JaHHBIX C YYETOM HMEIOIIUXCS BO3MOXKHOCTEH U
NOTEHIMAIa MEAUIUHCKIX MH(POPMALMOHHBIX CUCTEM.

WuTerpanus 3TUX METOJOB aHalW3a JaHHBIX M aJrOPUTMOB B pa3pabOTaHHOW cucTeMe
UHTEJUIEKTYaJIbHOM 00paObOTKU KIMHUYECKUX JaHHBIX B IPAKTUKY Bpauell pa3HbIX YpOBHEH obecneunuT
CBOEBPEMEHHOCTb, KAYECTBO U, B TO K€ BPEMsI, IIO3BOJUT OCYLIECTBIIATh AYAUT U KOHTPOJIb OKa3aHUs
MEAULMHCKONW TOMOLIH JIETSAM pa3HOIo BO3pacTa.

MeTtogo10rust 1 METOAbI HCCIEAOBAHUSA

PaGora BbimosiHeHa Ha Oa3e kadenpsl aerckux Oone3Hel KimHMueckoro MHCTUTYTa JETCKOIO
3n10poBbsd nMeHu H.®. ®unarosa @PI'AOY BO Ilepsriit MI'MY umenn .M. CeuenoBa Mun3zapasa
Poccun (CeuenoBckuit Yuuepcuter), ®T'YH HUUM snupemuonorud u MUKpPOOHOJIIOTMH HMEHHU
[Tactepa u I'bBY3 «AI'Tl Ne 32 J3M». IlpoBeneH aHamu3 AaHHBIX NAIMEHTOB, KOTOpPbIE ObLIN
npukperuieHsl K yetbipem AIILL IIAO r. Mockssl ¢ 2020 o 2023 rr.

MeToo0rn4eckoit OCHOBOM JUIsl IPOBEIEHUS UCCIIEAOBAHMS TOCTYKUIN PaOOTHI 3apyOexHbIX
¥ OTEYECTBEHHBIX aBTOPOB IO TeMe JuccepTanuu. B paboTe HCIonb30BaMCh METOAB! KIMHUYECKOTO,
7a00paTOpPHOTO  OOCJIEIOBAHUSA, TPUMEHSUIM  AHAIMUTUYECKHH,  CTAaTHCTHYECKUH  METOJBI,
HOJIHODK30MHOTO ~ CEKBEHUpOBaHMs, OuomH(popMatnueckuid ananmu3 in  Silico, npoBoguam
9KCHEPUMEHTAIBHOE MOATBEPKACHUE pa3pabOTaHHBIX aJITOPUTMOB, MOJIENIEH U CHCTEM, UCCIIEI0BAIN
METO/bl HHTEIUIEKTYaJIbHOTO aHajlu3a TeKCToB. lcmonb3oBamu 00€3THMUEHHYIO BBIKOINHPOBKY U
00paboTKy MaHHBIX U3 MEIUIIMHCKON JOKyMeHTarwu (uctopus 6one3nu Gopma 003/y).

AHanUTUYECKU METOJ] MCIIOJIb30BAJICS HA BCEX ATAIaX MCCIIEIOBAHHUS.

CraTtucTruecKkuii aHaau3 ObUT BBITTOJIHEH C UCIIOJIb30BaHUEM Motysei matplotlib (Bu3yanuzarus
JaHHBIX), pandas ¥ numpy (751 06pabOTKU MaCCUBOB JITAHHBIX) SCipy (BCE CTATUCTHUYECKUE KPUTEPUH),
statsmodels (mompaBka Ha MHOXecTBeHHBbIE cpaBHeHHUs1) B Python, Bepcust 3.8. CpaBHeHue rpynmn
IPOBOAMIN TIPU MOMOIIM KpuTepuss MaHHa-YUTHU (B cily4yae CpaBHEHHUS 2 BBIOOPOK) M KpHUTEpHs
Kpackena-Yomnuca (= 3 BbIOOpOK). s cpaBHEHHS KaTErOpHaJbHBIX IPU3HAKOB HCIHOJIb30BAIU
kputepuii xu-kBaapaT Ilupcona. Bo Bcex cmywasx, korma OBLIM HPOBEAECHB MHOXXECTBEHHBIE
CPaBHEHMsI, OCYILECTBISUIM [EpepacyeT YPOBHS 3HAYMMOCTH [ € MPUMEHEHHEM IOINpPaBKU
boudepponu. Cs3p 4acTOTbl BO3HMKHOBEHHsI OpOHXMaJIbHOM acTMbl C IOJIOM YCTaHABIUBAJIH,
paccuntbiBas oTHomeHue mancos (OIL) u 95% noepurenbublii uaTepBan ([AM). [IpoBepka runores

ObuIa IBYCTOPOHHEH, CTATUCTUYECKH 3HAYMMBIMH cUMTaIH cBsi3u npu p<0,05.
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[Tomro3k30MHOE cekBeHupoBanue JIHK Bemosusmum Ha turardopme Illumina NextSeq 500
METOJOM IMapHO-KOHIIEBOTO uTeHUs (2x151 m.H.) co cpegnum mokpeitueMm He meHee 70-100x. [lms
MPOOOIIOATOTOBKH HCIOIh30BAIM METOAMKY CENEeKTUBHOTO 3axBara ydacTkoB JIHK, oTHocsamuxces k
KOJMPYIOUIMM OOJIaCTSIM T€HOB uenoBeka. buonnpopmaTnueckuii ananu3 Ha ruatdopme Illumina:
JUISL aHaJIM3a UCII0JIb30BaI HEOOpaOOTaHHbIE Pe3yIbTaThl CEKBEHUPOBAHUS, TOJYUYEHHBIE C TIOMOIIBIO
[llumina NextSeq. [l ananu3a ucnosib3oBany aHanutTudeckyro miatdopmy Illumina DRAGEN Bio-
IT Platform, mpu sTom sTanmonHbld reHoM hgl9 mepeBonmnu BO BHYTpPEeHHUI IBOWYHBIN (hopmaT
cuctembl DRAGEN u roroBuiau bed-daiin TapreTHpIX y4yacTKoB 3k3oMma. AHamu3 in silico: s
aHaJIM3a KOHCEPBATUBHOCTH HcclieqyeMbix mo3unuid B reHax MYOF, wmyranuii rera HS3ST6, rena
F12 wucnons3oBanu mporokon PANTHER-PSEP [http://www.pantherdb.org/tools/csnpScore.do],
HO3BOJIIOIIMN Ha 0a3e OLEHKU COXPAaHHOCTH/CTaOMJIBHOCTH aHAJIU3UPYEMON MO3ULIMU B MIIH. JIET
IPOrHO3MPOBAaTh  IATOTEHETHUYECKYI0 3HAYMMOCTh  BBIABJIEHHBIX MyTauuil. Jlng mpornosa
MaTOTeHETHYECKOW 3HAYMMOCTH BBIIBICHHBIX MYTallMHd HCIONb30BaH BeO-pecypcsl  PhD-SNPg
(https://snps.biofold.org/phd-snpg/), PolyPhen-2 - Polymorphism Phenotyping V2
(http://genetics.bwh.harvard.edu/pph2/),l1-MutantDisease
(http://gpcr2.biocomp.unibo.it/cgi/predictors/I-Mutant3.0/I-Mutant3.0.cgi).

[IpoTokon mpoBeneHUsT HAYYHOTO HWCCIEIOBAaHUSA OBUT OJO0PEH JOKAIbHBIM ATHYECKUM
komutetroM ®I'AOY BO Ileperiit MI'MY umenn .M. CeuenoBa MunznpaBa Poccun (CeueHOBCKHit
Yuusepcuret) Ne04-25 ot 20.02.2025 1.

ITos105keHNsl, BBIHOCHMbIE HA 3aILUTY

1. TIpoBeneHHbII aHANNU3 KIMHUYECKOW XapaKTEPUCTUKH JeTe ¢ OpOHXHAIbHOM acTMOM, B TOM
YHClie B COYETAHUU C JIPYTUMU aJUIEPrHUeCKUMHU 3a00JIeBaHUSIMU, HAOIIOAAIOMINUXCS B aMOyIaTOpHO-
MOJIMKJIMHUYECKUX YCIIOBUAX I0Ka3ajl, 4TO, HECMOTPS Ha YCTOWYMBYIO TEHACHIMIO K YBEIMYECHHIO
BIIEPBbIE YCTAHOBJIEHHBIX MarHo3oB BA, oTcpoyeHHOCTh BepH(HKalUU AUArHO3a MOXKET JIOCTUTATh
oT 4 o 7 ner.

2. [TomHOreHOMHOE CEeKBEHUPOBAHUE C MPUMEHEHHUEM OnOMH(pOPMAIMOHHOTO aHaim3a in Silico
IIPU JUArHOCTHUYECKOM IMOMCKE Y MAlMEHTOB C aHTMOOTEKAMHM, HE IMOMNAJAONINX IO KIACCHYECKYIO
CXEMy TIOCTAaHOBKM JIMarHO3a, IIO3BOJIAET BBISIBUTH IATOI€HHYIO NPUPONY, KIMHUYECKYIO U
JMarHOCTHUYECKYIO 3HAYMMOCTb BIEpBble OOHapykeHHbIX MyTanui st HAO ¢ HopMaJIbHBIM YPOBHEM
Cl-unruburopa.

3. IlpoBeneHHBIN CpaBHUTENBHBIN aHaMN3 3a00J1€BAEMOCTH AJUIEPIMUECKUMU MATOJOTHIMH 10
peecTpaM aJJIeprojioroB M IMEIUaTPOB M3 €IUHON MEIUIIMHCKON HH(OpPMAIMOHHO-aHATUTHYECKON
cuctembl (Ha mpumepe T. MockBel) ¢ qanHbIMA 13 @CH Nel2 (3adukcupoBaHHBIX MO 00pANaEMOCTH
JTMarHO30B) MOKA3aJl HU3KYI0 YacTOTy BepU(ULIMPOBAHHBIX JUArHO30B U MOATBEPIUIT HEOOXOIUMOCTD
COBEpILCHCTBOBAaHUSI HMHCTPYMEHTOB CBOEBPEMEHHON JuarHocTuku A3 y nered B peajbHOR

KJIMHUYECKOU IMPAKTUKEC IICAUaTpa U aJUICproJjiora.
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4. Pa3paGoTaHHble aJIrOpUTMbl BEpU(PUKAIMK JUArHO3a HA paA3MYHBIX JTamax, ¢
UCIIOJIb30BAaHUEM CO3[JaHHBIX MHCTPYMEHTOB MOJEPKKU NMPUHATUS Bpaue€OHbBIX PEIIEHHH, TO3BOJISIOT
YIyUIIUTh CBOEBPEMEHHYIO JUArHOCTUKY A3 y MalMEeHTOB, Y KOTOPBIX PUCK HalIW4Msl 3a00JIeBaHUS
BBICOK, HO HETIOCPECTBEHHO AUArHO3, TaK U HE YCTAHOBJIEH.

5. IlepcoHmuuMpOBaHHBIN MOAXOJ K BEICHUIO NIETEH C aNIEPTMUYECKUMHU 3a00JICBAHUSIMU
JIOJDKEH COOTBETCTBOBAaTh COBPEMEHHBIM KIMHUUYECKUM PEKOMEHIAlMsAM, COAEp)KaTh TpeOOBaHUs
PEryJsipHOTO MOHHUTOPHMHIA KOHTPOJs 3a00ieBaHus, Ha3HAuU€HUE aJIeKBaTHOW Tepamuu s
COKpAILEHUS] BPEMEHHOI'O NE€pPHOJA A0 JOCTHKEHUS KOHTPOJIs HaJ 3a00JIeBaHMEM, CBOEBPEMEHHOM
MapLIpyTU3aLUU NalMeHTa U1 KOPPEKIMH/TIEpeCMOTpa Tepanu U CTPATEruy JICUEHNUS.

6. BHenpeHue nanueHT-OPUEHTUPOBAHHOIO IOAXOJA B IPAKTUKY OKAa3aHHUA MEIULUHCKON
IOMOIIM JIeTSIM C QJIEPrMYECKUMHM OOJE€3HSMM BO3MOXXHO TIpUM HMHTErpalMd COBPEMEHHBIX
BO3MOXXHOCTEH MEIUIMHCKUX HWH(POPMAIMOHHO-AaHATUTUYECKUX CHUCTEM M HOBOW  MOJIENH
B3aMMOJICHCTBHS Bpaueil BCeX YPOBHEU 3/1paBOOXPAaHEHUS B €XKETHEBHYIO KIMHUYECKYIO IPAKTHUKY.

CooTBercTBHE JUCCEPTALMH NACIIOPTY HAYYHOM CHIEHHATBHOCTH

Juccepranus COOTBETCTBYET IaCIOPTy Hay4yHOH cnenuansHoctu 3.1.21. [lennatpus, nynkram 2
«OnTuMu3anmsi Hay4yHO-MCCIIEN0BATENbCKUX IOJIXOJ0B U NPAKTHUYECKUX IPUHIMIIOB BEACHUS —
JTUArHOCTUKH, NPOQUIAKTHKY, JIEYCHUs, aOWIMTalud W peadWINTalM{, a TaKXKe COIPOBOXKIACHUS
JeTeil ¢ XPOHMYECKHMMM pEHMIUBUPYIOIIMMU OOJNE3HSIMH, OCTPOM NaTONOTHEH, MOABEprIInuXcs
BO3/ICUCTBUIO BHEUIHUX (PAKTOPOB, B TOM UHCIE HKOJOTHUECKUX U COUHUAIbHBIX. PopMHpOBaHUE
MoJIeJIel U mapaMeTpOB OLIEHKH BEJEHUS MalMeHTa U MOJX0J0B K ay/IUTy OCYLIECTBIEHHOTO 00beMa
BMEIIIATEIILCTB U KA4€CTBA OKA3bIBAEMOW MEIUIIMHCKOW NesaTenbHOCTH» U 7 «Pa3paboTka MeTomaoB U
CHUCTEM MOHMTOpPUHIA, aHajlu3a, LU(GPOBU3ALMM NPOLECCOB NPOTHO3HMPOBAHUSA/MOIEIUPOBAHUS
U3MEHEHUN COCTOSIHMSA 3JI0pOBbs JETE€H C HCIOJB30BAHUEM MCKYCCTBEHHOTO WHTEIUIEKTa U
HEHpOoCeTe» HaNpaBlIEHUN MCCIEAOBAaHMNW M MAcNOpPTy HAy4yHOHM cCHenualbHOCTH  3.2.7.
NmMmyHonorus, mynkram 5 «M3ydeHune naToreHeza MMMYHOOIOCPEIOBAaHHBIX (aJUIEPTUH, IEPBUUYHBIE
U BTOPUYHbIE UMMYHOAEC(PHUINTHI, ayTOUMMYHHBIE 00JIe3HN) U ApYyrux 3aboneBanuii» u 6 «PazpaboTka
U YCOBEpPLIEHCTBOBAHME METOJIOB JAMAarHOCTMKH, JICYEHUS U MNPO(UIAKTUKH HH(EKIHNOHHBIX,
JUIEPrUYEeCKUX U APYTUX UMMYHOIIATOJIOTMUECKUX MTPOLIECCOBY HAIIPaBICHUN UCCIIEOBaHUM.

CreneHb 10CTOBEPHOCTH M anpodanusi pe3yJbTaToB

B mmccepranmonHoit paboTe Teopus MOCTPOCHA HA OCHOBE CYIIECTBYIOMIEH TOKa3aTebHON
6a3bl 0 KadecTBe, IPPEKTUBHOCTH M 0€30MaCHOCTH MEJUIIMHCKOM MOMOIIM AETCKOMY HACEJIEHHIO C
JIEPrUYecKUMH  3a00JIEBaHUSIMM, OKa3bIBAEMOHl B CTPOTOM COOTBETCTBHHM C COBPEMEHHBIMHU
PeryIMpyroIUMH JOKYMEHTaMH, IPEICTaBICHHBIMHU B JIOCTYIHBIX UCTOYHHUKAX, UMEIOIIUXCS JaHHBIX
0 BO3MOJKHOCTSIX COBPEMEHHBIX MHTEPHET-TEXHOJIOTUH U HHTEJUIEKTyalIbHON 00pabOTKU 1aHHBIX.

OcHOBHBIE PE3yJbTaThl MPOBEJEHHOIO HCCIEN0BaHUs 0a3upyOTCs HAa JOCTATOYHON BBIOOpKE

NalMEeHTOB, OOOCHOBaHBI BHIOPAHHBIMM HMHCTPYMEHTAMH OLIEHKM W HMEIOLICHCs JOKa3aTeabHOM
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0a30¥; OTYYCHHBIMU PE3yJIbTaTaAMH SKCIIEPUMEHTOB H allpoOallii HAy9HO 0OOCHOBAaHHBIX MOJIENIEH U
AJITOPUTMOB.

Matepuansl JUCCEPTAIMOHHOTO UCCIEOBAHMS JIOJOXKEHBl HA CIEAYIOMIMX HAyYHBIX
KOH(EepEHIHAX:

«  The European Respiratory Society Congress (15-19.09.2018, r. [Tapux, ®paniwsi);

« The European Academy of Allergy and Clinical Immunology Digital Congress (06—
08.06.2020, r. JlonaoH, BenmukoOpuranusi);

»  The European Respiratory Society Congress (07-09.09.2020, r. Bena, ABctpus);

« II Cwesn nmerckux Bpadeid MOCKOBCKOW 00JacTH € MEXKIyHapOAHBIM ydactuem (16—
18.09.2021, r. MockBa);

 XIX Cne3n memuatpoB Poccum ¢ MexayHapOAHBIM ydacTHueM «AKTyajbHbIE MPOOIEMBI
neguatpun» (05-07.03.2022, r. Mocksa);

« I Cwe3n nmerckux Bpaueir MOCKOBCKOW 00yiacTh ¢ MEXKIyHapoAaHbM ydactuem (07—
08.09.2022, r. Mocksa);

« XXIV Konrpecc nemmatpoB Poccum ¢ MeXIyHapoOAHBIM Y4YacTHEM «AKTyallbHbIE
npoosiems! neguatpum» (03—05.03.2023, r. Mocksa);

* IV Bcepocculickuii KOHTpecC € MeXIyHapoaHbiM yudactueM «SII Jlerckas MenuiuHa.
HMuHoBaMy B MEUIIMHE CETOIHS — 37J0POBOE MOKOJICHUE 3aBTPa»

(21-23.03.2023, r. Mocksa);

« The European Academy of Allergy and Clinical Immunology Digital Congress (09—
11.06.2023, r. 'amOypr, ['epmanus);

« IV Cwe3n nperckux Bpadeil MOCKOBCKOW 00JacTH € MEXKIyHapOJIHBIM ydYacTHEM
«ITegmatpus kak uckycctBo» (06—-08.09.2023, r. MockBa);

* XXV Konrpecc neauatpoB Poccrun ¢ MeXIyHApOIHBIM y4acTHEM «AKTyallbHbIE TIPOOIEMBI
neguatpun» (01-03.03.2024, r. Mocksa);

* V BcepoccHiickuil KOHTpecC ¢ MeXIyHapoaHbiM ydactueMm «SII Jlerckas MenuimHa.
310pOBBIN peOCHOK — MHCCHSI BRITOTHUMAY (27-29.03.2024, r. Mockga);

e IlepBBlif MEXpPETrHOHAIBHBIH KOHIpPECC MO  AJUIEProJIOTMM M HUMMYHOJIOTHMH  C
MexayHapoaHbM yuactueM (10—-11.10.2024, r. Mocksa);

« XXVI Konrpecc mnemumarpoB Poccum ¢ MeXIyHapOAHBIM ydacTHEM «AKTyaJbHbIE
npoOaembl meauatpun» (28.02—-02.03.2025, r. Mocksa).

Arnpobanusi TUccepTallMOHHOM pabOThl MPOBEJCHA Ha 3acelaHuM Kadeapbl IeTCKUX OoJe3He
Knuangeckoro uHCTUTYTa AETCKOTO 310poBhs UMeHHn H.®. ®unatoBa ®I'AOY BO Ilepsriit MITMY
umenn .M. CeuenoBa MunzapaBa Poccun (CeuenoBckuit YHuBepcurer) (mpotokosn Ne 6 ot 28

despans 2025 rona).
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BHenpenue pe3yJbTaToB HCCJIEI0BAHNSA B IPAKTHKY

OcHOBHbIE TOJIOKEHUS AUCCEPTALIMOHHOTO HUCCIIEeI0OBAaHUS BHEAPEHBI B MPAKTUUYECKYIO paboTy
myJIbMOHOJIOTHYecKoro oTneieHust Knunuku nerckux Oone3Heit Ce4eHOBCKOTO IIEHTpa MaTepUHCTBA
u gerctBa ®I'AOY BO Ilepsriit MI'MY umenu .M. CeuenoBa Munszapasa Poccun (CeueHoBckuit
YHuBepcurer), B yaeOHbIH mporiecc kadeapsl 1eTckux 6ose3nei KnnHnaeckoro MHCTUTYTa JIETCKOTO
310poBbsi uMeHr H.®. ®unaroBa ®PI'AOY BO Ilepeiit MI'MY umenn .M. CeuenoBa Munznpasa
Poccun (CeueHOBCKUN YHUBEPCUTET).

JIMYHBIA BKJIAJ AaBTOPA

OcHoBHOIl 00beM pabOT Ha BCEX JTamax AUCCEPTAllMd aBTOPOM BBHITIOJHEH JIMYHO: aHAJIU3
JUTEPATyPHBIX UICTOYHUKOB U MOATOTOBKA 0030pa JIMTEPATyphl, IOCTAHOBKA 11eJIU U (POPMYJIHPOBAHHE
3a/1a4 UCCIEAO0BaHMs, IOCTPOCHUE MPOrpPaMMbl UCCIEAOBAHUS U BBISIBIEHUE METO/OB, MO3BOJISIOMINX
TOYHO PEIINTh IIOCTABJICHHBIC 3aJaud, MPOBEIACHHWE MOHHTOPUHIA M ampodanus pa3paboTaHHBIX
CHUCTEM, CTaTUCTUYeCKas O0Opa0oTKa TMOJYyYEHHBIX JaHHBIX M WX HWHTEPHOpETanus, HaydYHOE
000oCcHOBaHHE U 0000IIEHHE MOMYUYEHHBIX Pe3yJIbTaTOB, MOArOTOBKAa OCHOBHBIX IyOJIMKAIMMA MO TeMe
JUCCepTaluy, MPECTaBICHNE PE3yIbTaTOB UCCIIeOBaHMs Ha KOHpEepeHIusax. Joms IMYHOTO y4acTus
B paboTax MO TeMe HCCIIEeIOBaHMs, OIMyOJWKOBAaHHBIX B COaBTOpCTBe, coctaBisieT 90%; B
nyOJaMKanusX MCIOJb30BaHbl  PE3yJIbTaThl COOCTBEHHBIX  MCCIEAOBAaHUN. ABTOpPOM  JINYHO
ocyIiecTBIeHO odopMIIeHHE aBTopedepaTa U JuccepTaIiu.

I[My0ankanum no TemMe auccepTanuu

[To pe3ynbraTamM HCCIEIOBaHUS aBTOPOM OMyOJIMKOBAaHO 18 medyaTHbIX paboT, B TOM 4wmcle 2
HAayYHBIX CTaThH B KypHajaX, BKIIOUEHHBIX B llepedeHp peleH3upyeMbIX HAyYHBIX W3JIaHUN
CeuenoBckoro Yauepcuteta / [lepeuenr BAK nmpu MunoOpraayku Poccrn, B KOTOPBIX JOJIKHBI OBITh
OIMyOJINKOBAHbI OCHOBHBIE HAay4HbIE pe3yJbTaThl TUCCEPTALM Ha COMCKAaHUE YYEHOH CTENeHu
JIoKTopa Hayk; 11 crareéi B M3MaHMAX, UHACKCHUPYEMBIX B MEXKIyHapoaHOW 0aze Scopus; 3 uHbBIC
nyOnukanuu; 1 myOnukaius B COOpHHKE MaTepUaIOB MEXIYHAPOIHBIX HAYYHBIX KoH(pepeHmwii; 1
CBUJIETENILCTBO O TOCYJaPCTBEHHOM perucTpanuy 0asbl JaHHBIX.

Crtpykrypa u 00beM padoThI

HucceprannonHas paboTa u3noxkeHa Ha 278 CTpaHUIIaX KOMIBIOTEPHOTO TEKCTa, COCTOUT U3
BBEJICHUA, 0030pa JUTEpaTypbl, ONMCAHMS MaTEpUaJOB U METOJIOB HCCIEAOBaHUN, 4 TJIaB
pe3yJbTaTOB COOCTBEHHBIX HCCJIEAOBAaHUN W WX OOCYyXaAeHUs (TpeacTaBieHbl 4 KIMHHUYECKUX
Cily4asi), 3aKJIIOYEHHs], BHIBOJOB, MPAKTUYECKUX PEKOMEHJAIUi, CIHCKa COKpAlIeHUI M YCIOBHBIX
o0o3HaueHul, cnucka aureparypbl. PaboTta wimocTpupoBaHa 22 tabnuuamMud U 48 pUCYHKaMH.

Cnucok auTepatypsl cCOCTOUT U3 320 HICTOYHUKOB, B TOM unciie 224 Ha MHOCTPAHHBIX A3BIKAX .



13

OCHOBHOE COJAEP/KAHUE PABOTbI
MartepuaJbl 1 METObI

HuccepranmonHas paboTa OCHOBaHa Ha SIUIAEMHOJIOTHYECKHX, KIMHUKO-Ta00paTOPHBIX,
TEeHETUYECKUX JIaHHBIX NAlMeHTOB, NpukperuieHHbIX K yeTbipeM AIILl [IAO r. Mocksel ¢ 2020 u no
2023 roasl. I'eHeTHUYECKHE WCCIIEIOBAHHS C INPUMEHEHHEM II0JHOPK30MHOIO CEKBEHUPOBAHUS M
ouonadopmaruueckoro ananusa in Silico mposomuwmucs B ®BYH «Cankr-IletepOyprekuit HaydHO-
UCCIICIOBATEIbCKUI HMHCTUTYT OSOMJIEMHOJIOIMM M Mukpobuonorun um. Ilacrepa», r. CaHkr-
[TeTepOypr. IIpoBoaMIOCH AKCHEPUMEHTANIBHOE IOATBEPXKACHUE pa3pabOTaHHBIX alITOPUTMOB,
MoOJIeJIel U CHCTEM, UCCIIEOBAJINCh METO/Ibl MHTEJUIEKTYalIbHOIO aHaiau3a TeKcToB. Mcnonb3oBaiach
o0e3NMYeHHass BBIKOMHMPOBKAa M 00pabOTKa AAHHBIX M3 MEIULUHCKON [OKyMEHTaluuu (UCTOpus
6one3nu ¢popma 003/y).

B cooTBeTcTBHM C IMOCTaBICHHBIMH 33Ja4aMU MCCIIEOBAaHHE OBUIO MPOBEIEHO B HECKOJBKO
stanoB. ComacHO Au3aiiHy palOoThl Ha KakKIOM JTale pellajich KOHKPETHbIE, MOCTAaBIICHHBIE B
UCCJIEJIOBAHUU 3a]]a4uU.

Jlis pemieHys MOCTaBICHHOM Ha MEpPBOM 3Tame 3ajJa4d ObUT NMPOBEAEH aHAJIN3 YCTAHOBICHHBIX
JIMarHo30B OpOHXHAJIbHOW aCTMbl U CBOEBPEMEHHOCTH ITOCTAHOBKHM JAMArHo3a y JETel B YCIOBHSX
aMOyIaTOPHO-TIOJIMKJIMHUYECKUX LIeHTpoB. [IpoaHanu3upoBaHo Hamuure KOMOPOUIHBIX 3a00seBaHu
(annepruveckuii pUHHT, MMOJMHO3, aTONMHUYSCKUI JepMatuT) y aereil ¢ BA B pa3sHbIX BO3pacTHBIX
NepUoax B KauyeCTBE BEPOSTHOM NPUUYMHBl TUIOJUATHOCTUKA W HEKOPPEKTHOIO OTpa)KEHUs
pacripocTpaHeHHOCTH A3.

Hcnonp3oBanuch  arperupoBaHHbIE JIaHHBIE CTATUCTHYECKOM (TOJ0BOI) OTYETHOCTH IO
3a001eBaeMOCTH 1O oOpamaeMoct W3 otdeTHOM (opmer ®CH Ne 12 ¢ mpwiokeHHsIMHU 3a
TpexyieTHud nepuoy (stHBaph 2020 — nexabpp 2022 1.) mo acTMe, acTMaTthyeckomy crarycy (J45,
J46). PaccuntanHOe npuKpersieHne (0XBar) JETCKOTO HaceIeHHs K MOJUKIMHUYECKONH MEIUIIMHCKON
OpraHM3any (COOTHOIIEHUE KOJIMYECTBA TEIE(POHOTpaMM U3 POAJIOMOB B MOJMKIMHHUKY IO MECTY
MPOMUCKU M YHUCJIa HOBOPOXKJEHHBIX, npukpenusiiuxcs k AIIL]) mo nanueim 3a 2022 1. cocTaBUiIO
87%; TONmyuYeHHBIN TMOKa3arelb (C y4eTOM €CTECTBEHHOM MUTpAallMu HaceleHus meramnonuca B 10—
15%) mno3BoisieT cuyMTaTh pe3yNbTaThl peldeBaHTHBIMU g okpyra. Cpemun 98 499 pebenka,
npukpereHHslx K AIILl, xonuuecTtBo nereil ¢ BepUPUIMPOBAHHBIM JMATHO30M «OpPOHXHMAJIbHAsS
actMay» (Tpada «3aboseBaeMOCTh», B KOTOPOW (UKCHPYIOTCS KaK BHOBb BO3HUKIIHE, TaK M paHEe
CYIIIECTBOBABIIINE CIIy4ad MO JAHHON HO30JIOTHH, MO MOBOLY KOTOPBHIX ObUIM OOpalleHUs B JaHHOM
kaneHaapHoM roxy) cocraBuno 1111 (1,1%) (Tabnmma 1). Menuana Bo3pacta neTeil ¢ BIEpBBIC
BBICTABJIICHHBIM (BEpH(HIMPOBAHHBIM) JUArHO30M «OpoHxHanbHas actMa» B 2020 1. cocraBuia 9,9
aet, B 2021 . — 10,3 roma, B 2022 . — 12 ner (tabn. 1); mpu stom Bo Bcex AIILl xoimuecTBO

BBICTABJICHHBIX JUAT'HO30B B PA3HBIC I'OAbl 3HAYUMO HEC OTIINYAJIOCh.
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Tabmuma 1 — Cpemauit Bo3pact jaereid ¢ OporxuanbHol actMoi o qanaeiM @CHNe 12 3a 2020-2022rr

IHoxka3aTenn Bce netu 2020 2021 2022 HMuarno3 6bu1 | P-value
BBICTABJIEH /10
2020 r.

n 1111 128 145 397 440

Bo3pacr, 11,1[8,0; 14,2] |9,9[6,8; 12,4] |10,3[7,1;13,1] | 12,0[9,0; 14,9] 11,0[7,9; 14,9] | < 0,001

Median

[Q1; Q3]

o, n (%) JICBOYKH 317 (28,5) 41 (32,0) 42 (29,0) 103 (25,9) 131 (29,8) 0,491

Manpunku | 794 (71,5) 87 (68,0) 103 (71,0) 294 (70,1) | 309 (70,2)

Ha ocnoBanumu BeisiBneHHBIX B nepuoae 2020-2022 rT. TEHACHIMH K pOCTY KaK YUCJa BIIEPBbIE
YCTaHOBJICHHBIX JTUarHo3oB bBA, Tak W Bo3pacTa NAIlMEHTOB, KOTOPHIM JaHHBIM JHAarHo3 ObLI
YCTaHOBJICH, OBLI MPOBEACH YIIYOJCHHBIH PETPOCIEKTUBHBIA aHATN3 AIIEKTPOHHBIX MEIUIIMHCKUX
kapt (OMK) 397 nereii, nuarao3 OpoHXHMaIbHAs acTMa KOTOPHIM ObUT BIIEpBEIC BhICTaBiIeH B 2022
rony. Memuana Bo3pacrta jgereit cocraBmia 12,0 [9,0; 14,9] netr, u3 Hux meBouek - 103 (26%),
MabauKoB - 294 (74%) (tabn. 6). B obmeit Beibopke u3 397 nmereit ¢ BA JIETKOE TEYCHHE Y
138 neteit (34.76%); cpennetrsikenoe tedenue y 212 gereii (53,4%) , Tsokenoe teuenue — 47 geteid
(11,8%) (Pucynok 1).

M Jlerkas BA
B CpegHeTtaxenada bA

Tsaxkenana bA

Pucynok 1 — Pactipenenenue nereii B 3aBUCUMOCTH OT TsKeCTH BA
(B % B mepuox 2020-2022 rr.)

[Ipu ananu3e JaHHBIX aHaMHe3a C(OPMUPOBAHHON KOTOPTHI OBUIO YCTAHOBIEHO, 4YTO
OTATOIIEHHAS HACJEACTBEHHOCTh IO AaTOMUYECKUM 3a00JeBaHUSAM  (QJUIEPTUYECKHA  PHHMT,
aTONMMYECKUH JepMaTuT, OpOHXHAJIbHAs acTMa) 10 IoflaM CYIECTBEHHO HE OTIMYAiach M B IEJIOM 10
MaTepUHCKON JIMHUM BbIABICHA y 34%, mo nuHumM otua — 18%, y oboux pomureneir — 9% u He

orsromieHa y 7% neteit. (Pucynok 2.)



15

100% -
B banskune poacTBEHHUKMU

80% 9% Ob6a pogutens
60% - = Mama
W Nana

40% -
M He oTArouwieHa

20% -

0%
[etn c BA

PI/ICYHOK 2 —Otar OIIC€HHAasA HACJICACTBCHHOCTD I10 aTOIMMNYCCKUM 3a00JIeBaHUSIM

Y GonbpIIMHCTBA JETEH BCEX BO3PACTOB Mpeodaaana CEHCUOUIU3aus K ObITOBBIM aJlJIepreHaM.
VY nereit 1o 4 net, HapsAxy ¢ OBITOBOW ceHcuOMIM3alue, B 36% ciiydyaeB OTMEUEHA TAaKXKe MHIIeBast
ceHcuOuIM3anus, KoTopas Obula CaMoil BBICOKOHM IO CPaBHEHHIO C IPYTMMH BO3PACTHBIMU MEPUOIAMHU.
OTtmeueHa npsiMasi KOPPemsaIus yBeIWYSHHs] CEHCHOMIN3AIUN K OBITOBBIM M MBUIHIIEBBIM aJuIepreHam
¢ Bo3pactoM pebenka (p < 0,05). B wuccmemyemoii rpynme nereii ¢ BA pacnmpocTpaHEHHOCTH
CEHCHOMIIN3AIUH YBEJIMYMBACTCS C JIETCKOTO M JIO0 MOJAPOCTKOBOTO BO3pAcTa, NPU ITOM IMATTEPHBI
CEHCHUOMIM3allMK pa3INyYaluch B 3aBHUCHUMOCTH OT BO3pacTHOM rpymmbl. [lepBrie mposiBieHUs
OpoHXHanbHOUW OOCTPYKIIMM BO3HUKIN B Bo3pacte 3-x ner [1;7]. Ognako nuarxo3 BA y atux mereit

Bepuduimposan B Bo3pacte 12,0 [9,0; 14,9] net. (Pucynok 3).

14
12 net

12
10

8 M Bospact gebtota 6O

6

4 3 roga M Bo3pacTt nocTtaHOBKM

anarHosa bA
0 - T
BospacTt gebtota 6O Bo3pact nocTaHOBKKU AnarHosa
BA

Pucynok 3 — Bo3pacT nepBbIx NposiBIEHUNH OPOHXHAIBHON 0OCTPYKLIUU U BO3PACT IOCTAHOBKU
JarHo3a OPOHXHMATLHON aCTMBI y eTel

PesynbraTel yrimyOleHHOTO aHaln3a KOTOpThl JeTedl ¢ BA, KOTOphIM HarHo3 BIIEpBBIE OBLT
BbIcTaBleH B 2022 rofy mokasajiu, YTO Yy JETeH ¢ MPOSBIECHUSMH OpOHXOOOCTPYKIMH, OTATOLICHHOMN
HACJICICTBEHHOCTBIO TI0 AJUICPrHUECKUM 3a00JIeBaHUSAM, HAJMYUEM CEHCHOWJIM3AIMU K Pa3InYHBIM

ajjiepréHaM I1nepuoa OT MOMCHTA IICPBLIX CHUMIITOMOB OO0 YCTAHOBKHM OKOHYATCIBHOI'O JUAarHo3a
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OpoHXHManabHAas aCTMa MOXET OBITh JUIMTEIBHBIM W COCTaBIATH 5,2 = 1,7 rToma. DT0 MOXET OBITh
00yCJIOBJIEHO KaK HEJOCTAaTOYHONW HACTOPOXKEHHOCTHIO TEIUaTpOB, IO3JHUM HaIlpaBlIEHUEM K
npoUILHOMY CIIEIHUATUCTY (aJJIEProyiory), HECOBEPIICHCTBOM aJTOPUTMOB MApIIPYTU3AINH MEXKIY
pa3IMYHBIMU YPOBHSAMH 3APAaBOOXPAHEHHUS, TaK M CIOKHOCTHIO  JUArHOCTUKU aJIEPTUUYECKHUX
3a0oneBanuil. IlomydyeHHble pe3ynbTaThl MOCTYKWIM OCHOBaHHEM ISl peaju3alvd JaJlbHEUIINX
3TarnoB paboThl, MOWCKA MPUYHH MO3IHEH TUArHOCTUKH BA M BO3MOXKHBIX pEIICHUN BBISIBICHHOU
poOIeMBI.

JlomomHUTENbHBIM (DAKTOPOM,  CO3JAIONINM TPYJHOCTH CTATUCTUYECKOTO yUeTa U JIOCTOBEPHOU
OIICHKH PACIPOCTPAHEHHOCTH aJUICPrUYCCKUX 3a00JeBaHWN B OOIIEH MOIYJSAINM, BKIIOYAs JETEH,
UTpaeT MyIbTUMOPOUIHOCTh— HAJMYME Yy OJHOTO IMAallMeHTa OJHOBPEMEHHO HECKOJbKUX JHAarHO30B
(OpOHXMAJIbHON acTMBI, aJUIEPrHUYECKOT0 PUHHUTA, aJUIEPTUYECKOTO KOHBIOHKTHBHTA, ATOMUYECKOTO
nepMatura). @ukcanus BCEX AMATHO30B B JAHHOM CIIyyae OCYLIECTBIISIETCS HE BCErAAa M IAlMEHT
«HAXOUTCS» Ha NHUCIIAHCEPHOM HAONIONEHUN/CTATUCTUYECKH «YUYUTHIBACTCS» JIUIIH MO OJHOMY H3
JMarHo3oB. B KauecTBe BBIABICHUSI BEPOATHOM NMPUYMHBI FMIOJUArHOCTUKH BA U HEKOppeKTHOro
yaera A3, B COOTBETCTBUH C IU3aHOM PabOThI, OBLIIO IPOBEACHO PETPOCIIEKTUBHOE OTHOMOMEHTHOE
MCCJIEIOBAHUE U aHAJIM3a AJEKTPOHHBIX MeIuUUHCKUX KapT 970 nmereit B Bo3pacte ¢ 0 g0 18 ser ¢
BepUPUIIMPOBaHHBIM JuarHo3oM BA. beuto msyudeno coueranue BA ¢ apyrumum A3 B pasHBIX
BO3pACTHBIX MEPUOJAX Y JAETEH.

Tabnuia 2 — Coueranue pa3IU4YHbIX aJIEpruueckux 3a0oaeBanuil y aereit ¢ BA u pacnpenenenue mo
BO3pacTam

ToKasaTein Bce netn 0-4, 5-9, 10 - 14, 15 - 18, p- g-
ORAATENL | (N=970)1 N = 221 N = 2261 N = 420! N = 302t value? | value®
ATOnNUYeCKHU
xepMaTHT 0.353 | 0.877
Hamne 341970 1/22 11/226 15/ 420 71302
(3.5%) (4.5%) (4.9%) (3.6%) (2.3%)
oTCyTCTBHE 936 /970 21122 215/ 226 405 / 420 295 / 302
(96%) (95%) (95%) (96%) (98%)
AJL1epruveckuii
— 0.805 | >0.999
HasHaHe 1731970 2122 40/ 226 751 420 56 / 302
(18%) (9.1%) (18%) (18%) (19%)
oTCyTCTBHE 7971970 20/22 186/ 226 345/ 420 246 / 302
(82%) (91%) (82%) (82%) (81%)
Toamutios <0.001 | <0.001
Hanuume 89/970 o | 261226 51/420 12/ 302
(9.2%) 0/22(0%) | (1295 (12%) (4.0%)
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[Mponomxenue Tabnuiier 2

Otcyretsie | 881/970 | 22/22 200/226 | 369/420 | 290/302
(91%) (100%) | (88%) (88%) (96%)
K
pafiBima >0.999 | >0.999
HaHe 41970 11226 21420 1/302
(0.4%) 0/22(0%) | (0 405 (0.5%) (0.3%)
oTcyTCTBIE 966/970 | 22/22 205/226 | 418/420 | 301/302
(100%) (100%) | (100%) (100%) (100%)

In/N (%)
2Pearson's Chi-squared test; Fisher's exact test

3False discovery rate correction for multiple testing

[TonydyeHHble JaHHBIE O COYETAaHUM OPOHXMAJIBHOM AacTMbl W JIPYTMX aJUIEPrUYECKUX
3a00J1eBaHUil B pa3HbIe BO3PACTHBIEC IEPHOJIBI UMEIOT U HEKOTOpBIe ocobeHHocTH. Tak, B Bo3pacre 10 4
net BA couetaetcs ¢ amuiepruueckuM puHUTOM (AP) u aronnueckum nepmarutom (Al), ¢ 5 1o 9 ner —
Hapsny ¢ At/l u AP, nosisercs erie U MOJUIMHO3 M KPAallMBHULIA, U JaJiee 3Ta TEHACHLUSA COXPAHAETCS
no 18 net (Tabmuna 2).

Takum o0paszom, MMOKa3zaHO, 4TO y JeTedl ¢ BA HauOomblnee KOIMYECTBO KOMOPOHIHBIX
MaTOJIOTHiA OTMEUAETCSI B CTapIIeM BO3pacTe.

[TonydyeHHble pe3yiabTaThl aHajlu3a COYETAHUs aJUIEpru4ecKux 3a0osieBaHMM B pa3Hble
BO3pPACTHBIE TIEPUOABI Y MAIMEHTOB C OPOHXMAIBHOM acTMOW MOTYT SIBISTHCS BEPOATHON MPUUMHOMN
THIIO0 W/WIA OTCPOYSHHON JHUAarHOCTUKU M HEKOPPEKTHOTO OTPAXKECHHUS aJUIEPTUYECKUX 3a00sIeBaHMid B
CTaTUCTHYECKUX (opMax ydeTra ¥ HEIOCTATOYHOTO TOHWMAHHS B3aWMOCBS3U KOMPOOHMIHBIX
3a007€BaHUN M PpOMM KaXAOro 3aboieBaHUsl B ajuiepruuyeckoM mnpouecce.  Kpome Toro, B
AJIJIEProJIOTUH CYLIECTBYIOT 3a00JIeBaHMsI, KOTOPbIE MOTYT MAaCKMPOBaTbCS CXOKUMHU KIMHHUUYECKUMHU
NPOSIBICHUSIMA M TUArHOCTHUKA KOTOPBIX TpeOyeT He CTaHJapTHOro moaxoaa. K TakuM HO305I0THSIM
OTHOCHTCSl HACJIEJICTBEHHBIH aHTHOOTEK, JUIS BepU(UKAIMH IHAarHO3a KOTOPOTO TpeOyeTcs, B TOM
yucie, ynIyOlIeHHOEe TeHEeTHYecKoe O00ciIeoBaHue C TOCHEeIyIOIMM aHaJU30M 3HAYMMOCTH
O00OHapYyXEHHBIX MyTalUH.

Pesyabrarsl ucciaenoBanuss HAO ¢ npuMeHeHHeM IOJHOT€HOMHOI0 CeKBEHHPOBAHUSI U
ouonHpopmaTuuecoro anasausa in silico

Ha BropoM sTame ucciaeoBaHusl Ha MpUMeEpe MAlMeHTOB ¢ PELUANBUPYIOIIMMU aHTHOOTEKaMU
noka3aHa 3((EeKTUBHOCTh HOBEMIIMX METOAOB MOJIEKYISPHO-TEHETHYECKOTO OOCIeIOBaHUs U
npuMeHeHuss OnomH(popmarmueckoro aHamuza N Silico mis mocranoBkm guarHoza HAO ¢
HOpMaJIbHBIM ypoBHeM Cl MHruburopa B Cilydasx, HE MOAXOASIIUX JAJS CTAHAAPTHBIX aJrOPUTMOB
JIMAarHOCTUKU.

boun uccnenoBansl 00pasibl LEIbHOM KPOBHU, MOJTYYEHHBIE OT 23 MAaIMEHTOB C CUMIITOMaMH

HAO 6e3 camxennst ypoBaeit u pynkmun C1-INH c orcyrcrBuem mamenenunit B rene SERPING1 ms
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U3y4YeHUsl MyTallUi B reHax, oTBeTcTBeHHbIX 3a HAO ¢ HopManbHbIM ypoBHEM C1 MHruoburopa m ux
MOTEHIUATbHON aTOr€HHOCTH.

Cpenu mpeAcTaBIeHHBIX 00pa3lloOB ONWH OBbLI MOJYYEeH OT mamueHTKH 14 Jjer (Ha MOMEHT
Hauajga oOCIIeZIOBaHUs), Yy KOTOpPOH BIIEpPBBICE TMPH AaHAM3E PE3yJAbTATOB TOJTHOIK30MHOTO
CEKBEHHUPOBAHMUS ObL1a BbISIBJICHA paHee HE OIMCaHHAas MHUCCEHC-MYTalus
NC 000010.10:2.95093020C>T B 42 »sk3one reaa MYOF (u3odopma A). Myrtarus NPUBOAUT K
3aMeHe apruHuHa Ha raytamuH B 1590 noszunun (p.Argl590Gln, 1s201619869). IlauuenTka siBisercs
HOCHUTEJIEM MYTallUU B T€TEPO3UTOTHOM COCTOSIHMH, YAaCTOTa BCTPEYAEMOCTU MYTAllUU B MOMYJIALINH,
comtacHo 0Oaszam manubix NCBI, cocrasisger 0,00006.1matoreHeTHYECKOM 3HAYMMOCTH B IIATOr€HE3E
HAO. [Ilpu aHamu3e TKaHEBOW CIEeIM(PUYHOCTH C UCIHOJIb30BaHHEeM ProteinAtlas, HambOonbImas
BeIpaskeHHOCTh 3kcnpeccun PHK MYOF u Genka moka3zana B koxe, npokcumanbHoM otaeine KKT
(BKJIrOUash MMILEBOJ, CIIOHHBIE JKEJE3bl), OpPraHax penpoxyKTUBHOW cuctembl. [lo pesynsraTtam
aHaiaM3a c HCIIOJIb30BaHUEM BCEX Tpex BeO-pecypcoB MHUCCEHC-MYTalus
NC 000010.10:2.95093020C>T B rene MYOF Obuta ompenesieHa Kak MaTOrCHETHYECKH 3HAYMMAs.
Onenka nporHosa s PolyPhen-2 cocraBuna HumVar = 0.953 u HumDiv = 1.000, nns PhD-SNPg =
0,967. Hosas wmwuccenc-myramuss NC 000010.10:2.95093020C>T  (p.Argl590GIn) naxe B
FeTEPO3UTOTHOM COCTOSIHUM MOXET paccMaTpuBaThCsl KakK MaTroreHHas y JIML C KIMHUYECKUMH
cumnromamu HAO. (ITeunnkoBa H.A., Ocrankosa 10.B., Caiitranuna M.A., bebsikoB A.M., Jlenucosa
A.P., Totonsin A.A., 2023).

AHanu3 00pa3loB, NOJIYYEHHBIX OT JBYX HE POJCTBEHHBIX NAIMEHTOB y JAeBOYKHM 13 JieT m
MajJIbdMKa 2-X JIeT CO CXOAHBIMH TIPOSIBJICHHUSMHU  3a0O0JIeBaHUWS:  JIOKANM3aIMs  OTeKa
MPEUMYIIECTBEHHO Ty0 U sI3blKa, MEPUOAWYECKU OONM B KMBOTE, HAPYIICHHs CTYNa, MPOSBICHUS
XeUIuTa M CXOAHBIE CTPYKTYypHBIE M3MEHEeHMs ciusuctoil ryd. W B TomM, M B ApyroMm oOpasie
BBISIBJICHA MHCCEHC-MyTalust B 7 9k30He reHa F12 B romosurorHom cocrosauun NC_000005.9:
g.176831826 C > G (rs17876030), mpuBossias K aMUHOKHUCIOTHON 3aMeHe aJlaHiHa Ha IposivH B 207
NO3UIMK TpernpornporenHa (akropa cepThiBanug kpoBu XII. Yacrora BcTpeyaeMocTH IJaHHOU
aMHUHOKHCIIOTHOW 3aMeHbl B oOmemMupoBoi momynsaiuu no gaHHeiM NCBI cocrtaBnaser 0,019, B
esponeiickoit momymsuuu — 0,013 (https://www.ncbi.nlm.nih.gov/snp/rs17876030). (Reference SNP
(rs) Report. — URL: https://www.ncbi.nIm.nih.gov/snp/rs17876030 (/lara oopamenus: 19.04.2025)).

[TepBonauanbsHble BbIBOABI 3 SNAP2 nmpeanonarainu, 4To MyTalus MOXKET ObITh HEUTpaTbHOM.
Opnako, yuutbiBag oueHKy SNAP2 -19 B coderaHuum ¢ OxuAaeMoll TOUYHOCTBIO 57%, MbI
IpEeArNoiiaraéM, YTo MHUCCEHC-MYyTallusi MOXKET OKa3aTbcs naroreHHou. Jlist Gornee mimyOoxoro, Gonee
JIETabHOTO aHaJM3a BIHMSIHAS MHCCEHC-MyTallMd Ha O€lOK OBLI HCIONIb30BaH BEO-MHCTPYMEHT
MutationTaster. CormacHo mporHozam MutationTaster, 5T W3MEHEHUsS B CaliTe CIUTACHMHTA TIPU

BBEJICHUM MUCCEHC-MYTallud BIUSAIOT Ha no3unuio reHoMHOM JIHK 4760 Ha cThIKe 3K30H-UHTPOH
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(cugc|GACG), 4uro mpuBomuT K yBenuwueHHto Acc (omenka Mutation Taster: mukwit tam 0,56,
myTaHTHBIA U 0,77). Ha ocHOBaHMH 3TOTO aHajau3a HaOMtogacMble MOTU(PUKAIIUA MOTYT YCHUIIUBATh
AKTUBHOCThH DK30Ha 7, B KOTOPOM ObLIa WACHTU(PHUIIMPOBAHA MHUCCEHC-MYyTaIlHsl. DTa aMIuTH(uUKaus
UMEET MMOTCHIHAILHBIC MTOCIEACTBUS IS aJIbTEPHATUBHBIX MEXaHHU3MOB CIUTAWCHHTA, YTO TPUBOIMT K
pANy pe3yabTaToB, TAaKUX KaK IPOHM3BOJACTBO abeppaHTHBIX TpaHckpuntoB MPHK, wm3meneHus
crabuibHocTH MPHK W reHepanus pa3nndabix u30popM Oeka, HEKOTOPhIE U3 KOTOPBIX MOTYT OBITh
HE(PYHKIIMOHAIBHBIMH WK JEMOHCTpHpOBaTh n3MeHeHHble QyHkimu. (Chen K., Dai X., Wu J., 2015)

[TpumMedaTenbHO, YTO CIEIyeT OTMETUTh PE3YJIbTAaThl BIUSHUS MUCCEHC-MYTAllMd Ha JIPyTHE
NO3UIMK OeKa, 4TO MOXKET MPUBECTH K BO3MOXKHON moTepe (YHKIMM HEKOTOPHIX pPEruoHoB. B
YaCTHOCTH, HAIM HAOJIONCHMS YKa3bIBAlOT HA M3MEHEHHs B TAKUX BAXHBIX JOoMeHax, kak Kringle
(217-295), Pro-rich (296-349) u B no3uiuu 328, B koTOpoii MyTaimu cBsizanbl ¢ HAO ¢ HopMaibHbIM
ypoaem C1 unruburopa. (Banday A.Z., Kaur A., Jindal A.K., et al., 2019).

Kpome TOro, KOHCOMMAWPOBAHHOE MPEICTABICHHE IMATOTCHHOCTH MYTAllMH, IOJYYEHHOE C
MIOMOIIBIO pa3iuyHbIX aThopm, Takux kak PhD-SNP, PolyPhen-2, PROVEAN, Mutpred2, SNAP2,
MutationTaster u [-Mutant Disease (PucyHok 4), oTroOpakaeT CHEKTp: B TO BPeMsi Kak HEKOTOpbIC
WHCTPYMEHTBI YKa3bIBAIOT Ha e¢ J0OPOKAYeCTBEHHYIO NPUPOIY, Apyrue, Takue kak [-Mutant Disease
(IR 6) u HOPE (ouenka 1,14*10-6), yka3pBaroT Ha €€ NOTEHIUATbHYIO NaTOT€HHOCTh. JTHU
HETPATUIIMOHHBIC TIPOTHO3BI YKA3bIBAIOT HA CIIOKHOCTh WHTEPIPETAIMH TEHETUYCCKUX MYyTallui U
MOJJYCPKUBAIOT  HEOOXOJUMOCTh MHOTOTPAHHOTO TOAXOAAa JUII HWCTHHHOTO TOHUMAaHHS —HX
nocnencTBui. [loTeHIManbHOE BO3ICHCTBHE MYTAIlMH ellle OOJbIlle YCHIMBACTCS €€ MOJIOKEHHEM B
nomene EGF-like 2 u ee mpenmnonaraeMbiM BO3JICHCTBUEM HA CTPYKTYPY O€IIKa, BO3MOXHO, BIUSIOIIAM
Ha €ro CTa0WIbHOCTh W (PYHKIMOHAJIBHYH aKTUBHOCTh. Kpome Toro, OwomH(pOpMaTHUECKUE
WHCTPYMEHTHl 3HAUYUTEIHHO YCKOPWIM aHalu3, MPOJAEMOHCTPUPOBAB CBOKO TIEPCIEKTUBHOCTH B
BBISIBJICHMM M TMOHUMAHHWM TATOT€HHBIX MYTalWi, OCOOEHHO B PEAKHMX CIy4asx, MOAOOHBIX 3THM.
Takum 00pazoM, 3TH Pe3yNIbTaThl MOAYSPKUBAIOT MPEAIOIOKUTEIFHO MTATOTCHHYIO TPUPOAY MYyTalluU

" NIOAYCPKUBAIOT HCO6X0,Z[I/IMOCTB cC 6y,[[y1_l_lI/IX er'IY6J'ICHHLIX KJIWMHAYECKUX UCCIEIOBaHUIA.
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a. Pathogenetic significance of the NC_000005.9: g.176831826 C > G mutation as assessed by multiple web
servers specializing in mutation pathogenicity predictions

Web servers Effect and wéb servers Effect and NC_000005.9: g.176831826 C > G,
Score Score Ala207Pro
I-Mutant Disease Pathogenic Mutpred2 Neutral Neutral or Pathogenic
score RI 6 score 0,077
PhD-SNP Neutral SNAP2 Neutral s
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
Pathogenic - cause disease individual HAE

b. Comparison of non-covalent interactions at position 207 in the wild type and mutant form of the F12 protein,
as analyzed by the PremPS server.

Wild type Wide type Mutant type Mutant type
Chain AﬂF1 2 Ala207 Pro207 Results Chain A of F12
4 1.Location: of
(a8 the protein core;
N (8 2.Changing bonds
"i[' e . L with other atoms
A|av207 f ) RS

Hydrophobic /| e Hydrophobic
Van der Waals forces Van der Waals forces
Polar Polar

Pucynok 4 — AHanu3 MaTOT€HHOCTH MHCCEHC-MYyTallMM W BHU3YyaJIH3al[dsi HEKOBAJIEHTHBIX
B3aMMOJECHCTBUI B MyTupoBaBlied obnactu Oenka F12: (a) OueHka naroreHHOM 3HAYMMOCTHU
BBISIBIICHHON MyTaumu B reHe F12 ¢ ucnonb3oBaHMEM MHOXKECTBEHHBIX HHCTPYMEHTOB
OomouH(popMaTrueckoro  nporHo3upoBanus; (b) Busyamusanus — W3MEHEHWH — MEKaTOMHBIX
B3aumojiericTBuil nipu mosieieHnn Ala207 (amanmH B mosunuu 207) mis aukoro thma U Pro207
(mponuu B mo3unmu 207) ans myTtanTtHoro tumna B 6enke F12. Ces3u: ruapodoOHbIe (TEMHO-CHHUE),
cunbl Ban-nep-Baanbca (3eneHsbie), moyispHbie (CBETIO-TOIYObIE)

B nsaTH cayyasix, y 01HOI 1eBOYKH U YeThbIpeX MAJbYUKOB, ObUTH BBISIBJICHBI MyTaIlH B T€HE
HS3ST6.

[Toka3aHbl 4eTblpe MyTalWd, MPHUBOIANIMNE K aMUHOKHCIOTHBIM 3aMEHaM, MPH 3TOM Y JBYX
MAIMEeHTOB BBISBISUIN 1O JIBe MyTamud. VHTepecHO, 4To, HECMOTpPS Ha OTCYTCTBHE POJCTBEHHBIX
cBa3ed, wmucceHc-myTtamuu  NC 000016.9:2.1962132G>A u  NC _000016.9:2.1962046C>T
IPEICTaBIECHbl y JAByX mHanueHtoB, a MucceHc-mytauusa NC 000016.9:2.1961674G>C y tpex
NaIKMeHTOB, IIPUYEM B OJIHOM ClTydae 3aMeHa B ToMO3uroTHoi ¢opme (Tabmuia 3).

C nomomipio BeO-pecypcoB HOPE u MutationTaster2021 Opl1u 1OTy4eHBI MPOTHOCTHYECKHE
JaHHBIC O MOTEHIIMATHHOM BIUSHUH BBISIBICHHBIX aMUHOKHCIOTHBIX 3aMEH Ha CTPYKTYpPY U (QyHKITUIO
Oenka Ha OCHOBAaHMM HMH(OPMAIMM O JIOKAJIM3ALMU HCCIEAYeMbIX IO3WIHUH, a Takke pazIuduit

aMUHOKHCIIOT B HopMe U Tipu 3ameHe. Muccenc-myrtamuun NC 000016.9:2.1962132G>A, p.A163V u
NC 000016.9:2.1962046C>T, p.A192T nOTEeHHMAIBPHO CHOCOOHBI TMPUBOAWTH K  TOTEpE
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q)YHKIII/IOHaJ'ILHOI\/JI AKTUBHOCTH JIIOMHUHAJIBHOTO JAO0OMEHA H, COOTBECTCTBCHHO, MOI[I/I(bI/IKaIH/I)IM B

CTpOCHHH OeJka, U3BMEHEHHSIM CaiTa CIIalicuHTa, U3MEHEHUsAM (PyHKIHN Oerka.

Tabmua 3 — BeisiBneHHsle Muccenc-myrtaimun B reHe HS3ST6 y manmweHTOB € CHMOTOMaMu
HACJIEICTBEHHOTO aHTMOOTEeKa

ITanuent MyTanus YacrTorTa Clinvar HocureancrBo
BCTPEYaeMOCTH B
Mupe
19 NC_000016.9:9.1962132G>A, 0,34966 rs8055325 I'eTeposurora
p.A163V
NC_000016.9:9.1961674G>C, 0,52666 rs337285 I'omo3urora
p.L316V
34 NC_000016.9:9.1962046C>T, 0,34778 rs1742399 I'eTeposurora
p.A192T
NC 000016.9:2.1962132G>A, 0,34966 rs8055325 lereposurora
p.-A163V
94 NC_000016.9:9.1961674G>C, 0,52666 rs337285 I'eTeposurora
p.L316V
123 NC_000016.9:9.1962024G>A, 0,00194 rs189679573 lereposurora
p.P199L
14 &3 NC_000016.9:9.1961674G>C, 0,52666 rs337285 I'eTeposurora
p.L316V

Mytanus NC 000016.9:2.1961674G>C, p.L316V moxer usMeHsATh QYHKIMIO O€lKa 3a cueT
BIMAHUS Ha B3auMmojeiicTBue nomMeHoB. Tonbko Mytamuss NC 000016.9:2.1962024G>A, p.P199L
JIOKAJIN30BaHa B BBICOKO-KOHCEPBATHBHOM PETMOHE, 3a CYET YEr0 MOXKET CTaTh NPUYUHON MU3MEHEHHUS
KOH(pOpMaIK U TIOBPEXKIACHUs OeNKa, a TaKke HapyIICHUS! B3aUMOJEHCTBHS C JPYTUMH MOJIEKYJIaMHU
WIH JPYTUMHU YacTIMHU Oerka.

OreHka BIMSHUSA TOYSUYHBIX MyTalllii Ha CTAOMIBHOCTD Oelka

CormacHO aHanM3y BIMSHUS MYTalMi ¢ ucrnonb3oBaHueM BeO-npunoxenuit MUpro u I-Mutant
Suite, Bce 0OHapyXEHHbIE aMHHOKHCIIOTHBIE 3aMEHBI NMPUBOAAT K CHIDKCHUIO CTaOWIBHOCTH OefKa,
P 3TOM 3HAYMMOE CHWXEeHUEe mokazaHo st mucceHc-myTtauuii NC 000016.9:2.1962046C>T u
NC 000016.9:2.1962024G>A (Tabnuna 3).

OneHka MaToreHeTUYECKOM 3HAYMMOCTH TOYEYHBIX MyTalUi

ITo pe3ynbTaTam aHanM3a ¢ UCIOJIB30BAaHUEM BCEX YETHIPEX BEO-PECYPCOB TOJIBKO OHA MUCCEHC-
myTtanust NC _000016.9:2.1962024G>A Obuia onpeseneHa Kak NaTOreHETUYECKH 3HaYuMasl.

I[Ipu  wucnonp3oBanum  BeO-pecypca  [-Mutant Disease  mokazaHo, dYTO  MyTaIluu
NC 000016.9:2.1962132G>A u NC 000016.9:2.1962024G>A MoryT crarb NPUYUHOW pPa3BUTHUSA
HAO. Onnako, coracHO pe3ysbTaraM aHanm3a ¢ nomoiisio PolyPhen-2, matorenerndecku 3Ha4nMOM
apisiercs  Tonbko MucceHc-myTanua NC 000016.9:2.1962024G>A. Ilo panneim PROVEAN,
3a0oneBaHue MOTYT BBI3BAThH MHUCCEHC-MYTalUU NC 000016.9:2.1962132G>A u
NC 000016.9:2.1962024G>A. B To e Bpems, no mporaozam MutationTaster2021 aMHHOKHCIIOTHBIE
3amenbl NC 000016.9:2.1961674G>C, NC _000016.9:2.1962046C>T u NC 000016.9:2.1962024G>A

HE UMCIOT MMaTOICHCTHYCCKOr'0 Xapakrepa.
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Busyanmuzanust tpetnuHoi cTpykTyphl Oenka HS3ST6 ¢ momombio pecypca PyMol, a Taxke
nanHble  6a3el  UniProt mo3Bommmm ompenennTh, KakMe HMEHHO OTHAENBl OelKka 3aTparuBaroT

oOHapyeHHble MyTaluy. JlaHHbIe BU3yaIu3aluy o U B-crupaiei npeacTaBieHsl Ha PUcyHOK 5.

QO8QIS (HS3ISE_HUMAN) Q96QISs (HS3S6_HUMAN)

p.ATGIV

p-P190L

Q96QI5 (HS3SE6_HUMAN) QOEQI5 (HS3SE_HUMAN)

Pp-A163V

P.P1O9L
P.A192T

3 =

pPIgaL

pLIIGYV & wL31eV

Pucynox 5 — A. Tperuunas ctpykrypa Oenka Q96QI5S (HS3ST6 HUMAN), yka3aHbl TOYKH
JIOKaJM3aluy BbIBIEHHBIX MyTauuid. b. Jlokanmzanus NOTEHIMATbHO MATOTC€HETHYECKH 3HAYMMBIX
MucceHc-myraunid p.A163V u p.P199L. B. Jlokanu3amnus yClIOBHO HEHUTPAIBHBIX MHCCEHC-MYTAIUI
p-A192T u p.L316V. I. Jlokanu3zaius BoisiBieHHbIX MyTauuid 1 PAPS B 6enxe HS3ST6

ComracHo monrydeHHBIM pesynbratam (6a3a nanaeix UniProt, https://www.uniprot.org/)[297], nmst
O0enmka HS3ST6 xapakTepHBI HECKOJIBKO HEYMOPSIOYCHHBIX pernoHoB (1-21, 55-85 aMHHOKMCIOTHBIC
MIO3HIIMM) W PETHOHOB, OTBEUAIOIIMX 3a CBs3bIBaHHWE C cyOctparom (122-128, 153-156 u 220-221
no3unun). Kpome Ttoro, amuHokuciaotrHelie no3uimu 100-104, 181 u 189 B3ammopeiicTByroT c 3'-
docdo-5"-anenuncynspatom (PAPS) m wurpaior BaxHYH poib B (PU3UOIOTUYECKH HOPMaJIbHOM
(GyHKIMOHUPOBAaHUU OeJIKa.

[Ipeamonaraercs, uro  mucceHc-mytarmu  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) yuacTByioT B
naroreneze HAO 1o pa3nuyHbIM CIIEHApUsSM, CBsI3aHHBIM C HapymeHueM O-cynb(hupoBaHus
rernapascynbdara.

Takum o0pa3om, ™Mbl cuutaeMm, 4to MyTtanuu NC 000016.9:2.1962132G>A  (p.A163V)

3ajeiicTBoBaHa B maroreHeze HAO 3a cyeT KOCBEHHOTO WJIM ONOCPEAOBAaHHOrO HapyumieHus O-
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cynbupoBaHUs TemapaHcylb(daTta HENmoCpeACTBeHHO BHyTpu Oenka (Pucynoxk 5B). Myranus
NC 000016.9:2.1962024G>A (p.P199L), o Bceli BUANMOCTH, IPUBOAUT K PA3BUTHIO 3a00JIEBaHUS 32
CUeT HapylleHHs KOHTaKkTa WiM oObeauHeHUs ¢ renapaHcyiabparom SDC2 (Pucynok 5B). Ilpu
mytamuu NC _000016.9:2.1962046C>T (p.A192T) necrabunmsanus 192 aMUHOKHCIOTHOHN MO3UIIUN
pamom ¢ PAPS, moxer cmocoO6cTBoBaTh cphiBy O-cynbupoBaHusi TremapaHcyidbdara 3a cuer
HapylIeHus (QYHKIMOHAJIBHON aKTUBHOCTH Oelka U, COOTBETCTBEHHO, KaTaiu3a IepeHoca
cynpporpynnsl Ha renapaHcyinbdar cunaekaHa 2 (Pucynox OSI). Bo Bcex Tpex ciydasx
MPEICTABISICTCS BO3MOXHBIM (OPMUPOBAHUE IMATOJNOTHH B CBSI3W C HapylmieHueMm J3tamnoB O-
cynb(hupoBaHUs TremapaHcyibdara cuHAekaHa 2. BnepBeie ommcana wMucceHc-myTtamus NP
NC 000016.9:2.1962024G>A (p.P199L), xotopas cniocoOHa BbI3bIBaTh KHHUYECKHE cuMnToMbl HAO
y TAlUEHTOB JaXe B Ccllyuyae TEeTePO3UTOTHOIO HOCHUTENbCTBA, W MOXET OIEHUBAThCA Kak
naroreHeTudyecku 3HaunMmas. MucceHe-myTtanuun  NC 000016.9:2.1962132G>A  (p.A163V) nu
NC 000016.9:2.1962046C>T (p.A192T) mMoryT paccmarpuBaThbCs KaK YCJIOBHO MAaTOTCHETHYECKH
3HauuMble y sl ¢ cumnroMatukod HAO, HO TpeOyroT Oonee r1yOOKOro MCCIENOBaHUS ydacTus B
naroreneze 3aboneBanus (IleunwmkoBa H.A., OcrankoBa }0.B., Caiitranuna M.A., bebskoB A.M.,
Henuncoa A.P., [Toguepusiea H.C., Toronsn A.A., 2023).

YuuteiBas, 9T0 MeToAbI IN SiliCO OTKPBIBAIOT HOBBIC BO3MOKHOCTH OIICHKH IATOT€HETHYECKOU
3HAYMMOCTH MYTalluid, TpUMEHEeHHe OHOMH(OPMATHUECKOTO aHajh3a MOXET CI0COOCTBOBAThH
NETAIBHOMY HCCIIEIOBAaHUIO HACJIEICTBEHHOTO aHTHOOTEKa. bUOMH(OpPMAIIMOHHBIN aHAIM3 TOKa3al
TyOOKYIO0 B3aUMOCBSI3b MEXK]Iy YPOBHSIMH ICTPOTEHA, TCHETUICCKUMHU MYTAIMSIMH U CIIOXKHBIM ITyTeM
OpanukuHuHa B 3amycke mposiieHnii HAO. TlomydeHHble HaMM JTaHHBIE TTOKa3bIBAIOT, YTO PEIKHE
myTaruu B reHax F12 MYOF, HS3ST6, moryr ObiTh 3azaeiicTBoBaHBI B maroreHese HAO u moryt
MPOBOIIMPOBATh OTEKH 3a CYET MOBBIIIEHHOTO penu3a OpaaukuHuHa. Kpome Toro, oOHapy:keHHas
Hamu HoBast MucceHc-mytarust NC _000010.10:2.95093020C>T (p.Arg1590GIn) B rene MYOF naxe B
TeTePO3UTOTHOM COCTOSIHUM MOXET pPacCMaTpUBaThCsl KaK TATOTEHHAs Yy JIMIl C KIMHAYECKHUMH
cumnromamu HAO (ITeunnkoBa H.A., Ocrankosa H0.B., Caiitranuna M.A., bebskos A.M., Jlenucosa
A.P., Toronsu A.A., 2023).

AHa/Iu3 BO3MOXKHOCTel HCcnoab30Banns pynkuuonana MUC s oeHKH /MOHMTOPHUHT A
3a00J1eBaeMOCTH a/Iepru4ecKux 0ose3Heil y AeTe.

TpaauIMOHHBIM HCTOYHHKOM WH(GOPMAIUU JIJIs U3ydeHUs 3a0ojieBaeMoCcTH B Poccuu sBiissercst
dbopma denepanbHoro craructudeckoro HaomoaeHUs Nel2 (DCH Nel2), cBeneHus U3 KOTOpOH yxe
OBLTM TPOAHATM3UPOBAHBI HA TIEPBOM dTare MCCIeAOBaHUsA. B Toxke BpeMsi MPOJOoKAeTCsS aKTHBHOE
BHEJpeHNE MeIUIUHCKUX HHpopMmanuoHHBIX cucteM (MUC), KoTOopblie OOBEAWHSIIOT JJICKTPOHHBIC
MEAWIMHCKUE KapThl, JAaHHbIE JAOOPATOPHBIX W HMHCTPYMEHTAJbHBIX MCCIEJIOBAHUM,  CUCTEMY
MOJICP)KKY TIPUHATHS BpaueOHBIX PEIICHUH M MHOTOE JIPYroe B 3aBUCHMOCTH OT PETMOHA U CTPAaHbI.

B MockBe co3/1aH 1 BHEAPEH BO BCE TOPOJICKUE aMOyIaTOPHO-TIOIHKIMHIYECKUE LIEHTPBI, TOPOICKHE
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OOJILHUIIBI, CTAHIIMH CKOPOW METUIIMHCKOW TOMOINM U PSJ APYTUX TOPOJCKHUX MEIUIMHCKUX
OpraHM3alfil eHTPAIM30BAHHBIN MPOrpaMMHBINA IPOAYKT — €IMHasi MEAUIIMHCKass HHPOPMAIIIOHHO-
ananmutuueckas cucrema (EMUAC) (mox pen. Axcenoroit E.W., 2020; Berglund A., Ornstrup M.J.,
Lind-Holst M., et al., 2023).

Jns aHanm3a BO3MOXKHBIX TPUYMH BBISIBJICHHBIX Ha TIEPBOM JTale HHU3KUX LHUQPp TO
3a00eBaeMOCTH (10 0OpaIIaeMOCTH) 1O AJUICPTHYECKUM 3a00JieBaHMsIM W3 yueTHOW dopmbl OCH
Nel2 w gna pemieHus 3aaay CIEAYIOIIETO dTamna, ObUIM MPOAHATU3UPOBAHBI METOJOJOTHUU cOOpa
MEIUIUHCKOW MH(POPMALIUH, MOCTYMAIOMIEH OT MEAUATPOB M y3KUX CIEIHATUCTOB B MEIHIIMHCKUE
0a3pl maHHBIX. B manmpHeimem, ObUT MPOBENEH CPAaBHUTEIBHBIM aHaNW3 3a00JIEBa€MOCTH
aJIEPrUYeCKUMH TMaTOJIOTUSAMH 0 PeecTpaM ajlIeprojoroB U MEAUATPOB U3 €IUHOW MEAUIIMHCKOU
UH(POPMAIMOHHO-aHAIMTUYECKON CUCTeMbl (Ha mpumepe r. Mocksbl) ¢ nanHbiMu U3 OCH Nel2 u
BO3MOXKHAsI 3aBUCHMOCTb ITOJIyYE€HHBIX JaHHBIX OT METOJUKHU cOopa MmepBHYHON MHGPOpMAINUU U ee
00paboTKHU B Pa3IMYHBIX (pOpMaX CTATUCTHUECKOTO yUeTa.

PesynbTatsr:

boin mpoBeAeH pEeTPOCHEKTUBHBIM OJHOMOMEHTHBIM aHalIW3 >JIEKTPOHHOM MEAUIIMHCKON
nokymenTtanuu 3 EMUAC nanueHToB A€TCKOTO Bo3pacta npukperieHHbix K ABym AlILl ogxoro
okpyra r. Mocksel (BeiOOpka 60 851 peOenka, Bce neTu, MpuKperUieHHble K ykazaHHbIM AlILl);
NoJIpOOHO M3ydeHa »JJEKTPOHHAS METUIMHCKAs [OKYMEHTalls TMAalMeHTOB C aJUIeprHuecKUMHU
3a00JIeBaHUSAMH, BKIIFOUEHHBIX B pPeecTpbl HAOMOIeHUs aiuieproyora u neauarpa (1 888 manmeHToB)
U UX CPAaBHEHHUE C arperMpoBaHHBIMU CBEJIEHUSIMU CTaTHUCTUYECKOM (rojoBoii) oTueTHocTH 1o @CH
Nel2 Tex ke AIILI.

B nHauane Mcmonbp30BalUCh arperdpOBaHHBIE JaHHBIE CTATUCTUYECKOW (TOO0BOI) OTUYETHOCTHU
®CH Ne 12 ¢ npunoxxeHusIMHU 3a TpexjaeTHul nepuon (saBapb 2020 — nexadps 2022 1.) 1o Kiaccy
OTJICTBHBIX HO30JIOTU, OTHOCSIIUXCS K aJUIEPIrHUECKUM OOJE3HSIM: alNIEPrUYecCKUil pUHUT/TIOJUTMHO3
(J30.1); actma, actmaTuueckuit cratyc (J45, J46); aronuueckuit nepmarur (L20, L20.8, L20.9, L24.9);
numesas ayueprust (L27.2); kpanusauia (L50.0-L50.9); anruoorek (T78.4).

3areM M3BJICKAINCh U aHAJIM3UPOBAIUCH CBEACHHUS O MAlMEHTaX W3 PEecTPOB HAOIIOJIEHUS
ajeprosiora-ummyHonora u neguatpa EMUAC B aByx AIIL[ 3a 2021 un 2022 rr. Takxke 1o
CIIETIOIIMM HO30JIOTHSM: ajuiepruueckuii puHUT/moumHo3 (J30.1-J30.4); actma, acTMaTHYeCKHU
cratyc (J45, J46); aronuueckuii nepmatut (L20); kpammauna (L50.0-L50.9); anrnootex (T78.4);

Bce cBenenms o manpeHTax aHaJIu3UpOBAIIU B AETIEPCOHATU3UPOBAHHOM BUJIE.

Janee npoBesieH UX CPaBHUTENIbHBIN aHAIH3.

[To manapiM ®CH Nel2 cpemnm 60 851 pebGenka, mpukperieHHoro k ayMm AIILl, kommuecTBo

JeTeli ¢ BepU(pHUIIMPOBAHHBIM JHAarHO30M «OpOHXHaIbHAs acTMay cocTtaBuio 619 (Tabmura 4).
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Tabnuna 4 — Pacnipenenenue aerel ¢ OpoHXUaIbHON aCTMOW pa3HBIX BO3pacToB Mo noiy B AByX AITL]
r. Mockssl (manasie @CHNe 12)

Iloka3s | Xapakrepuctu | Bce netn Bospacr, ner P-value
aTeslb | Ka MoKasareis
0-4 59 |10-14 15-18
n(%) 60 851 11 542 21 095 16 943 1124
(100) (19) |(34,7) (27,8) 9
(18,5)
ITom, n | JleBouku 32 446 6696 10 922 8594 6225 (55,3) |<0,001
(%) (53,3) (58,0) (51,8) (50,7)
Manbuukn 28 405 4846 10173 8349 5024 (44,7)
(46,7) (42,0) (48,2) (49,3)
VYupex | AIIIT 1 32 446 4705 12 164 8090 7470 (66,4) |<0,001
JIeHUeE, (53,3) (40,8) (57,7) (47,7)
n (%
%) AIlLL 2 28 405 6837 8931 (42,3) |8853 3779 (33,6)
(46,7) (59.2) (52,3)
AcTMa, | HaJT4YHe 619 (1,0) 43 (0,4) 217 (1,0) 271 (1,6) |88(0,8) < 0,001
n (%)
60 232 11521 20 878 16 672 11161
OTCYTCTBHE (99,0) (99,8) (99,0 (98,4) (99,2)

3a0o05eBaeMOCTh JIeTel alieprudecKuMu OOJIe3HSIMU B 3aBHCHUMOCTH OT Bo3pacTta mo @CH Ne
12 (ot obmiero yucna jJeTell JAHHOTO BO3pacTa) cocTaBwiIa: OpoHxmanbHas actMma jo 4 netr — 0,4%,
5-9 ner — 1%, 10-14 ner — 1,6%, 15-18 mer — 0,8%; AP no 4 ner — 0,1%, 5-9 mer — 1,7%, 10—
14 ner — 2,4%, 15-18 net 2%; aronnueckuit nepmatut 1o 4 ner — 0,3%, 5-9 ner — 0,3%, 10-14
aet 0,2%, 15-18 netr — 0,2%; kpanuHuna go 4 net — 0,7%, 5-9 ner — 0,7%, 10-14 netr — 0,6%,
15-18 net — 0,3%; aurnoorexu no 4 ner — 0%, 5-9 nmer — 0%, 10-14 aer — 0%, 15-18 et 0%;
numieBast auieprus no 4 ger — 0,6%, 5-9 ner — 0,5%, 10-14 wer — 0,2%, 15-18 ner — 0,2%.
Kpome Toro, Hamu mpoaHaIW3UPOBAHO U pacIpeeieHne alliepruyeckux 0oJe3Hel Mo Bo3pacTaM U3
®CH Ne 12 ot o01iero 4yrciia BRICTaBICHHBIX AMarH030B (PucyHok 6).

HauGonpiiee KOMMYECTBO MAMEHTOB C  QJIEPTUYECKUMH  HO30JOTHUSMU  OTMEYEHO:
ajuiepruyeckuii puHut B Bo3pacte 10-14 ner; aromuyeckuil AepMaTuT B Bo3pacte 5-9 e

OponxuanpHas actMa 10-14 net; kpanuBauia 5-9 u 10-14; numesas awteprust 5-9 ner.
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BozpacTHas rpagartas
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Pucynok 6 — Pacnipenenenue aymuiepruyeckux Oosesneii mo sospactam u3z ®CH No 12 1.
Heckobkux AIIL] r. MockBBI (OT 0011Iero 4rciia BBICTAaBICHHBIX TUATHO30B)

[To manaeiMm EMUHAC nByx AIILl B peectp HaOIroAeHUs ajuieprojora-MMMYHOJIOTA OBLIO

BKJIII0YEeHO 1444 peOeHKa ¢ pa3sIuYHbIMU ajieprudeckumu oomesusmu (Tabmura 5).

Tabmuua 5 — Jlannsle peectpa EMUWAC (rpynna HaOntoJeHHMS MAIMEHTOB C ajIepPrUYeCKUMHU

00JIe3HSIMU) Y aJUIeproJiora

JlaHnble mo rpynme Bce netn AIIIl 1 AIIII 2 P-value
HA0M0JeHus y
aJjlieprosiora
N 1442 798 644
IToxn, n (%) XK 558 (38,7) 294 (36,8) 264 (41,0)
M 884 (61,3) 504 (63,2) 380 (59,0) 0,120
Bponxuanbhas HaJTNIHe 91 (6,3) 54 (6,8) 37 (5,7)
actma, n(%)
orcyrcteue | 1351 (93,7) | 744 (93,2) 607 (94,3) 0,494
Aunepruyeckuit HaIINIHe 1059 (73,4) | 699 (87,6) 360 (55,9)
punuT, N (%)
orcyrctare | 383 (26,6) 99 (12,4) 284 (44,1) < 0,001
ATOnUYECKUit HaJTHYne 345 (23,9) 82 (10,3) 263 (40,8)
nepmatur, N (%)
orcyrctue | 1097 (76,1) | 716 (89,7) 381 (59,2) <0,001
Kpanusuuna, n (%) | Hammnuue 33(2,3) 17 (2,1) 16 (2,5)
orcyrcteue | 1409 (97,7) | 781 (97,9) 628 (97,5) 0,787
Amnrunootek, n (%) HaITNIHe 16 (1,1) 11(1,4) 5(0,8)
orcyrctue | 1426 (98,9) | 787 (98,6) 639 (99,2) 0,405
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[Iponomxenue Tabnuupl 5

Bospacrnas rpymnna, 0-4 |185(12,8) 82 (10,3) 103 (16,0)
n (%) 5-9 | 606 (42,0) 357 (44,7) 249 (38,7)
10-14 469 (32,5) 259 (32,5) 210 (32,6)

15-18 182 (12,6) 100 (12,5) 82 (12,7) 0,007

[Tpu stom B peectp EMMAC npoduiipHOro crienuaincTta ajijieproiora-uMMyHoJora He Obuia
BKJIIOUEHA TaKas HO30JIOTHUS, KaK OpOHXMajbHasi acTMa; OTCYTCTBYIOT JUArHo3bl, COOTBETCTBYIOIIKE
numieBoit auteprun (L27.2 — nepmatut, BI3BaHHBIN cheeHHOM nuimei u T78.1 - npyrue nmposiBiIeHus
MaTOJIOTUYECKOW peakuuu Ha mwuily). [larmueHTsl ¢ AuarHo3oM «OpoHXHaiIbHas acTMa» Ha MOMEHT
UCCIIEIOBaHMs TONAJad B PEECTp Bpada ajuleprosjora-MMMYHOJIOTA, TOJBKO €CIM YKa3aHHBIN
JIMarHO3— COMYTCTBYIOIIUH.

Tak, mo ®CH Nel2 cpeam 60 851 pebenka, mpukperienHoro k asym AlILl, konmruecTBo netei ¢
BepU(UIIMPOBAHHBIM JUAarHO30M «OpoHXHManbHas acTMay cocraBwio 619. B To xe Bpews,
KOJIMYECTBO JIeTel ¢ OpOHXHMAIBLHOW acTMOM, HAOMIOJAaeMBIX TIEANATPOM (IO JAHHBIM peecTpa ITOro
crnermancra B EMUAC), cocraBuio 537 (Tabnuna 6).

Ta6mmma 6 — Jlannaeie peectpa EMUAC (rpynma HaOIr0A€HUS TAMEHTOB ¢ OpOHXHAIBHOW acTMOM) Y
nenuaTpa

Jasmie o rpyme Bce netu AT AIIII2 P-value
HA0/I0eHNs y meauaTpa
n 537 293 244
Mo, n (%) X 113 (21,0) |76 (25,9) 37 (15,2)
M 424 (79,0) |217(74,1) |207 (84,8) 0,003
Bpouxuansuas actMa, n (%) 537 (100,0) |293 (100,0) |244 (100,0) 1,000
Bospactras rpymma, n (%) 0-4 7(1,3) 5(1,7) 2(0,8)
5-9 122 (22,7) |79 (27,0) 43 (17,6)
10-14 259 (48,2) 133 (45,4) 126 (51,6)
15-18 149 (27,7) |76 (25,9) 73 (29,9) 0,051

[Tpu stom B cucreme EMUAC u3 537 nereit ¢ quarHo3oMm «OpoHxuanbHas actMa» 91 pedeHok
BCE JK€ YHCIWICS B peecTpe HaOMIOACHHUS aJIeproyiora, HO TOJBKO MO MPUYHHE HaIHYUs
KOMOpOMAHOM  matojoruu  (OTHOcsAmieWcs 1O pamxupoBaHuio  cuctreMsl EMHMAC  k
ayepronorndeckomy npodumo) (Tabmura 5).

[Ipu cpaBauTenbHOM aHanu3e JaHHBIX @CH Ne 12 u anexkTpoHHBIX KapT namueHToB B EMUAC
(peecTpoB HaOIIOIEHUS TIEIUATPOB U AJIEPrOJIOTOB MAIIMEHTOB C AJIEPTUIECKUMU O0JIE3HIMU, KpOMe

6pOHXI/IaJ'H>HOI71 aCTMBI) BBISABJICHBI CJIICAYIOIIUC pa3jinyuia: 4YUCJIO IMAlUCHTOB C AJUICPIrUUCCKHUM
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puauToM coctaBmio 1001 u 1059; ¢ aronmueckum aepmatutoM— 142 u 345; ¢ kpanupaHIeH — 363
u 33; c aaruoorekoM — 4 u 16 coorBercTBeHHO. [lnmeBoit amneprueir crpamganu 233 pebeHka 1o
ceegeHusiM @CH Ne 12, omHako HUKTO M3 HUX HE YHUCIWICA B peecTpax HaOMIOIEHUS CIICIIUAINCTOB B
EMUAC. 3HaunTenbHO OTIMYAIOIIUECS TaHHBIE O PACIIPOCTPAHEHHOCTH aJJIEPIUYeCcKUX 3a001eBaHui
y nereit 13 ®HC Nel2 u peectpoB HaOmogeHuss EMUAC BeposiTHO, CBSI3aHBI C ONpPENEIEHHBIMHU
ocoOeHHOCTsIMHU y4ueTa faHHbiX kak @CH Nel2, rak u EMUAC.

Pe3rome pesynbrara uccieoBaHus:

HecmoTps Ha  yCTaHOBJIEHHOE B HCCJIEIOBAaHUU PACXOXKACHHUE pE3YJIbTaTOB IO JaHHBIM
opunuanbHeix HcTouHUKOB — DOCH Nel2 (3aduxcupoBaHHBIX MO 0OpamaeMocTd UArHO30B) U
peectpoB neauatpoB u amwieprosoroB B EMUAC, BblsiBiIeHa HHM3Kasg 4acToTa BepU(ULIMPOBAHHBIX
JIMarHO30B  aJUIepruueckux 3abosneBaHuil y neredl B 00oMX ciydasx. OTO MOATBEP)KAAET
HEOOXOIMMOCTh COBEPIIEHCTBOBAHUS MHCTPYMEHTOB CBOCBPEMEHHOH AMArHOCTHKH aJUIEPTUYECKUX
3a00sieBaHUM y JIeTeil B pealbHON KJIMHUYECKOHN MpaKTHUKE MeuaTpa U ajljieprosora.

Paspabotka u wuHTerpamuss B CuCTEeMy MPOCTHIX QJITOPUTMOB BepuUUKAIMM JUArHo3a C
ucnosnb3oBaHueM Iiargopmel U BozMoxkHoctelt MUC (na mpumepe EMUAC), npact neauatpam u
Bpauam-ajuieprojoraM [uU(poBble HHCTPYMEHTHI s CBOEBPEMEHHOM JauarHoctuku A3 U
KOPPEKTHOT0 yueTa 3a00JieBaHUl. DTO SBUIIOCH OCHOBAHUEM JJIsl IPOJIOJKEHHS Hallled paOboThl U s
pelleHus BBISIBICHHBIX MPOOJIeM Ha MPeIbIIyIIuX dTanax.

Hcnoab3oBaHue BO3MOKHOCTEH MeIMUMHCKON MH(POPMALMOHHON CHCTEMBbI HAa NEPBOM U
BTOPOM YPOBHSIX CHCTeMBbI 3IpABOOXPAHEHUSI.

MapupyTtuzanus AeTel ¢ aepruuecKuMy 00JIe3HIMU Ha COBPEMEHHOM JTarle.

Ha cerogusmnuii nens peanuzoanHas B EMAC TtexHudeckass BO3MOKHOCTh OCYLIECTBICHUS
3JIEKTPOHHOW MapIIPyTHU3alUH MTAUEHTOB OT MEIMLIUMHCKUX CHEUATNCTOB IIEPBOr0 YPOBHA K BpayaM
BTOPOT'O U TPETHETO YPOBHEN C MPEIBAPUTEIbHBIMU M MOATBEPKIEHHBIMH IMAarHO3aMH, B TOM YUCIIE,
C aJuIepruyecKuMu 3a00JIEBaHUSMHU JIOBOJBHO Bpemsi3aTpaTHa. [IpakTHUecKuil ONbIT MEIMLIHMHCKHUX
pabOTHUKOB MOKA3bIBAET, YTO MPHU CPEAHEM HOPMATHBHOM BPEMEHHU IMpHEMa MalMeHTa MeIuaTpoM 1
aJuIeprojioroM, ycTraHoBieHHOM B OosbmmHcTBe AL, mpomomkutenbHOCTRIO B 12-15 MuHYT,
3HAUUTENIBHOE BpEMsl 3aTPAuyMBAETCsl HA 3aIlOJIHEHUE DJJIEKTPOHHOIO HAINPABIICHUS, YTO COKPAILAET
(dakTHuecKkoe B3aWMOJICHCTBHE Bpadya C MAlMEHTOM B paMKax IpHeMa, a, CJIeI0BAaTEIbHO, MOXKET
CHI)KAaTh J(QQEKTUBHOCTh OKa3aHUs MEIULUMHCKON mnomom 1o BA, a Takxke KoMOpOUIHBIM
3a0oneBanusaM. CBeJeHHS O JIUTENBHOCTH 3allOJIHEHHS SJEKTPOHHOTO HAINpPAaBIEHUS B pPaMKax
npuemMa ObUIM TMOJYYEHbI B XOJ€ MPOBEACHHUS COOTBETCTBYIOIIETO HCCIEIOBAaHMS — MOHHUTOpPHHIA
TaMUHTA.

B uccnegoBanun yyacTBOBaIM MSATh Bpadye-TieAuaTpoOB U OJUH Bpay-aJjuieproyior B TeueHue 23
pabounx nHeil. Kaxnplii Bpau B TeueHue AHS (GUKCUPOBAN JUIMTEIHHOCTH (B CEKYHIaX) 3alOTHEHUS

251eKTpoHHbIX HampasieHnii B EMUAC Ha TpeTHii ypoBEHb CUCTEMBI 3JpaBOOXPAHEHHUS.



29

PCSYJ'IBTaTZ BrisiBaenHas B HCCICAOBAHNU CPCAHAA AJIUTCIIBHOCTL 3allOJIHCHUA JSJICKTPOHHOI'O
HanpasieHuss B EMHUAC ¢ nepBoro Ha BTOpol ypoBeHb coctaBisieT 175-180 cexkyHI, TO €CTh OKOJIO

25% periaMeHTHOTO BpeMEHH IpreMa BpauoM naieHTa (PucyHok 7).
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Pucynok 7 — Anroput™m ¢popMHpOBaHUs HAIIpaBJIEHUs] HA BTOPO MM TPETUH YPOBEHB

C mepBoro W/wiM BTOPOrO Ha TPETUM YpPOBEHb CHCTEMBI 3pPABOOXPAHEHHS OHAa paBHA
npubmmsutensHo 305 (+2) cexkynn (PucyHOK 7) BHE 3aBUCHMMOCTH OT KOHKPETHOTO Bpadya, €ro
CHEIHMAIbHOCTH WJIHM JAAThl MpHEeMa, YTO TOBOPUT O HEOOXOJUMOCTH PAIllMOHATU3AIMU BPEMEHHBIX
3aTpaT TMPU OCYIIECTBICHHWU TIpUeMa TMAIMeHTa MEIUIMHCKUM pPAaOOTHUKOM C aKIEHTOM Ha
COKpAILEHUE 3aTPauMBacMOI0 BPEMEHM Ha BBIIIOJHEHUE TEXHUYECKMX MAHMIYJSIIMA U yBEIUYEHUE
JUIUTEIHHOCTH HEMOCPEICTBEHHOTO B3aUMOIEUCTBUS JOKTOPA C MAI[UEHTOM.

[Tomumo BpemeHH, 3aTpayuBaEMOr0 BpayOM-TIEAMATPOM Ha 3alOJIHEHHE AJIEKTPOHHON (POopMbI
HANpaBIIEHUS, JIOTIOJHUTENbHBIE BPEMEHHBIE pECypchl TpeOyrOTCS I BHECEHHUS JaHHBIX B
AJIEKTPOHHYIO MEIUIMHCKYIO0 KapTy TnalueHta. Pe3ynbraroMm B JaHHOM cllydae  SIBISETCS
3aII0JIHEHHBIN 3JIEKTPOHHBIN MPOTOKOJI TPUEMA MALMEHTA.

Takum oOpa3zom, B HacTosiliee BpeMs UTOroM paboTel Bpaua-neauatpa B MUC, (a B Hamem
ciyquae B EMUAC), mnpu ocyumecTBieHHMHM INpHeMa IMalUeHTa ¢ IpearnojaracMbiM JIHarHO30M
OpoHXHajbHasi acTMa SIBJISIOTCSA 10 CYTH JIBa Pa3pO3HEHHBIX IIPOLECCa: AIEKTPOHHBIA IMPOTOKOJI
npueMa M JJIEKTPOHHOE HampaBieHHe, Ha (OPMUPOBAHHE KOTOPBIX MOKET YXOIUTh 10 1/3 obmiero
pPEerJaMeHTHOrO BPEMEHHU NpHeMa, YTO TOBOPHUT O HEOOXOIMMOCTH KOPPEKTUPOBKH alropUTMa
npolrecca MapIIpYTH3allMM C IEJbI0 TOBBIIICHUA €ro 3()(EeKTUBHOCTH H  PalMOHAIHLHOTO

UCTIOJIb30BaHUS BPEMEHHBIX PECYpCOB MEIUIIMHCKUX PAaOOTHUKOB.
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Bmecte ¢ tem, Texnmueckuii ¢ynkumonanr EMUAC mpemocraBiseTr HaM IIHPOKUN CHEKTP
BO3MOXHOCTEH 10 BHEAPEHHUIO CUCTEMbI MHTEIIEKTYaIbHOM TOMOIIY IPUHATHS BpaueOHbIX PELICHUH,
B YaCTHOCTH JJIsl IMArHOCTUPOBAHUS aJUIEPTUUECKUX 3a00JI€BaHUM.

C uenpl0 MCKIIOUEHHUS OTCPOYEHHOM AMAarHocTUKM BA M pucka mnomnagaHus NalMeHTa B
«JIATEHTHYIO 30HY», a TaKXK€ COKpAILEHUS BPEMEHH, 3aTPaylMBacMOro MeAUaTpoM Ui 3alOJHEHUs
1eKTpoHHBIX (popm B MUC B mporecce OCyIIECTBIECHUS IpUEMa MAalMEeHTa C IpearojaracMbiM
JIMarHO30M OpOHXMaJbHAs acTMa JUIsl HallPaBJICHUS K aJuIeproJiory, HaMu pa3paboTaH /sl BHEIPEHUs
B EMUAC u anpoOGupoBan anropuT™ Bepu(UKAUN NPEABAPUTEIHHOTO JHAarHO3a OpOHXHAIbHAS
actma. [Ipu pa3zpaboTke MCHOB30BAIUCH MOJOKEHUS KIMHUYECKUX PEKOMEHAALUNA U PyKOBOJCTBA
«HanmonansHas nporpamMMa «bponxuaneHast actma y aereil. Ctparerus jgedeHust 1 poQHIaKTUKaY, a
TaK)Ke MHJIEKCA PUCKA Pa3BUTHS ACTMBbI JUJIS I€TEH paHHEro Bo3pacTa M sl MOJPOCTKOB.

Ha npuéme y Bpaua-neauarpa npejiaraercs BHenpuTh B cucreMy EMUAC nononHuTeNnbHBIN
paszen, TMO3BOJSIONIMM aBTOMaTU3UpOBaTh IHpolecc (OPMUPOBAHUS HampaBieHHUs peOEHKa K
IpOoQUIBHOMY CHELMAIUCTy Ui OKOHYATEeJIbHOW Bepu(UKaluM AuarHo3a. Bo BpeMs 3amoiHeHus
IPOTOKOJIa OCMOTpa Ha MpHUEME y MeauaTpa Hocie BbIOOpa JUarHo3a ¢ OonpeAeaéHHbIM MUPPOM 10
MKB-10: J20.9, J39.3, J40.0, J30.1-J30.3, aBTOMATHYECKH OTKPBHIBACTCS IHUAJIOTOBOE OKHO C
ONPOCHUKOM, COJEpAIIUM JAUXOTOMUYECKHE BOIPOCHI MO HO30J0TMM OpoHXxuaibHas actMma. [locie
BHECEHUsI IEAMAaTPOM B COOTBETCTBYIOLIYIO 3JIEKTPOHHYIO (OpMY OTBETOB Ha BBbIIIEyKa3aHHbIC
Bonpocsl, EMUAC ¢ ucnonb3oBaHMEM MEXaHU3MOB CUCTEMBI MHTEJUIEKTYaIbHON TIOMOIIM IPUHATHUS
BpaueOHbIX pemeHuit (UIIIIP) ocymiecTBiseTcs WHTEIIEKTyalbHass 00paboTka MaHHBIX. TO €cTb,
Cucrema 1o 3aJJaHHOMY aJIFOPUTMY OIpeAeNnseT, TpeOyeTcs I HalpaBlieHHE MallMeHTa Ha BTOPOM

ypPOBEHb CUCTEMBI 37ipaBoOXpaHeHus win Het (Pucynok 8).

BOMPOChHI OTBETbI
1. 3a nocneaHuii rop, y peberka otmeuanucs 3-4 cayuan
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2. HaCI’IeACTEBHHaR OTANOLWEHHOCTb NO annepruyeckum

da a a HeT a a HeT HeT HeT a Het Het HEeT
3abonepaHuam A o A A A A

3. npOHBﬂEHWH aTONM4YeCKOoro Agepmartra 1

a a HeT a a HeT HeT a HeT HeT a HeT HeT
annepruyeckoro pyHiTa A A A A A A

4. MNpoABNEHNA PUHOKOHBLIOKTMEBA/IbHOTO CMHAPOMA
BECHOM-/IETOM W NOTPeBHOCTL B MHTANALMOHHON aa HeT | da ha Aa HeT | Jda aa Her | HeT | HeT | Jda HeT
Tepanun GpoHxoAMTMKaMK

ABsTOMaTMYeCKM GOPMMPYETCA IEKTPOHHOE Hanpaenenme Ha BTOpoit ypoBeHb
Hanpae/eHUe Ha BTOPOI YPOBEHb He ¢popmmpyeTca

"~ Mognucate
___HanpaBneHne

/‘ = T
_ ‘J/ sEEE \
| I

weHue
A /

Her _

nprema

Pucynox 8 — Anroput™m nojep:xku npuHsaTHs BpaueoHoro pemenus MUC s Bepudukanuu
HeMaTpoOM MPEBAPUTEIBHOTO AUAarHO3a OpOHXHAIBHAS ACTMA
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[Ipu Habope 3amaHHOTO KOJMYEecTBa OTBETOB «J[A» - cuctemoil (opmupyercs pe3yibTar,
MO3BOJISIOMNUNA BEpUPUIIUPOBATh TMPEABAPUTEIBHBIM AWMarHo3 BA myis HampaBieHHS TalMeHTa Ha
Clenyromuii  (BTOpOW) ypOBEHb CHCTEMBI 3ApaBOOXpaHEHUs (K Bpady-aJieproyiory) Ais
MOATBEPKJCHUS WIM ONMPOBEPKEHUSI rarHo3a. Pe3ynbTar BBIBOAMTCS HA 3KpaH MeauaTpa B BUIC
c(OpMUPOBAHHOTO HAIIPAaBJIEHHWS C BO3MOXKHOCTBbIO BbIOOpAa Bpaya-aJIeprojora U KHOIKOU
«lTonmucare». llpu noanucaHuM HaNpaBIEHUs K CHEHUAIMCTY BTOPOIO YPOBHS MPOUCXOAUT
aBToMatunyeckoe HampasieHue B EMUAC nanueHTa K ajmieproiiory, mocie 4ero neauatp npoaoKaeT
BECTH MPUEM NAIIMEHTA U 3aII0JIHATH IPOTOKOJ OCMOTPA B 3JIEKTPOHHON MEIUIIMHCKOM KapTe.

OCoOeHHOCThI0O U YHHKAJIbHOCTHIO JAHHOI'O aJIrOpUTMa SIBJISETCS HEBO3MOXKHOCTH MeAuarpa
TexHudecku 3aBepmuth npueM B EMMAC w BbIiTH M3 KapThl ManMeHTa O€3 IOAIUCaHUsA,
c(OPMHUPOBAHHOTO CHUCTEMOM HJIEKTPOHHOI'O HAIPABICHMS, €CIM CUCTEMa IOMOILIM IPUHATHUSL
BpaueOHBIX peUIeHHH mociae OOpabOTKHM OTBETOB HA JAMXOTOMHYECKHE BOIPOCH ChopMHUpoBaa
pe3ysbTaT 0 HaJIMYUU NpeaBapUTeabHOro nuartosa J45.9 («bpoHxuanbHas acTMa HEYTOUHEHHAs») U
HEOOXOJMMOCTH HaIpaBJICHUS MallMeHTa K Bpauy-aJlJIeproJiory.

JlaHHOE€  TEXHHMYECKOe pelieHue 1o  (HOPMUPOBAHUIO  IPEIBAPUTEIBHOTO  JUAarHo3a
OpouxuanbHoi actmbl y neredd st EMUMAC c¢ ucnonb3oBanuem cuctemsl WUIITIBP, anropurma
npueMa MnanueHTa U airopurMa GOpMHUPOBAHUS IJIEKTPOHHOIO HAIIPABJIEHUS K Bpady BTOPOTO 3BEHA

(anmnepronory) nocpeactsoM CucreMsl okazano Ha Pucynke 9.
)

[ Mpuem naunexTa J

Bbiop 0aHOro 3
AuarHozoe: :J20.9,
139.3,140.0,J30.1-
130.3

Na

|

ABTOMaTHUECKOE OTKPbITUE AWA/IOTOBOIO OKHA C
ONPOCHUKOM

3anoAHeH1e BPa4YOM 0MPOCHHKA, COCTOAILETD
3 4 AMXOTOMWY ECKMX BONPOCOB

3aBeplueHne
nprema

1 ypoBeHb

Ha F Het

«fla» >= 3 Bonpoca
‘ QPopmnposaHue NpeBapuTENbHOIO AnarHo3a J45.9 nyrem BbIBOAA ‘

WHTennekTyanbHan NOCTAHOBKA NPeABapHUTE/NbHOTO AMarHo3a j45.9
C MOMOLILbIO TEXHO/OMMIA MALLMHHOTO 0Byyenus

Tpoao/KeHMe 3aN0/HEHNA NPOTOKONA NpUeMa B
NEKTPOHHON MEAMLMHCKOM KapTe
MHGOPMALMOHHOTO INANI0TOBOTO OKHa Ha SKPaH

v [AnuTenbHOCTb 3aNoNHEHUs

3N1eKTPOHHBIX popM U popmupoBaHUa

3/1eKTPOHHOTO Hanpas/ieHUs
Y <= 40 cek

MHTennexyanbHoe

swecenme

NalyenTa & peectp
Habiopenna

AeTomaTyeckoe GopMUPOBaHHME HANPABNIEHNA K CNeLManncTy BToporo
ypoBsHsA (annepronory)

MoAnucaHue 3NeKTPOHHOTO
HanpaeneHua

Het

BepudHKaLya AuarHo3a CNeLmManicToM BTOporo yPoBHA (C y4eTom
Pe3y/IbTaToB A3HHbIX CUCTEMBI 1O, npuATHA Bpauet )

2 ypoBeHb

Pucynok 9 — AnropurMa npuema nayeHTa 1 anropurMa GopMHUpOBaHHUS JIEKTPOHHOTO
HaIpaBJIEHUs K Bpauy BTOPOT0 YPOBHS (aJIeproiory) nocpeactsom CucTeMbl

I[J'ISI MNPpOBCACHUA MOHUTOPUHI'a BPEMCHHU 3allOJIHCHUA OJI0K-CXeM JJIA aBTOMAaTHYECKOM

Bepu(UKAIUU TPeABAPUTEIHHOTO JAMarHo3a ¢ (OPMHUPOBAHMEM HANpaBJICHUS K aJJIEProyIory
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IPOBEJECHO UCCIIEJOBAaHHE, B KOTOPOM YYacTBOBAJM T€ K€ IATh Bpauyel-neauaTpoB M OAWH Bpad-
ajuteproJior B TedeHue 23 padounx nHeld. Kakapiii Bpau B TedeHne AHS GUKCUPOBAI IITUTEIHHOCTD (B
CEKyH/ax) 3allOJIHEHUs OIOK-CXeM B pPYYHOM pEXKHME Ha BTOPOU YPOBEHb CHUCTEMBI
3/1paBOOXpPAaHEHUS.

[Ipoananu3upoBaB MOJyYEHHbIE JaHHbIE, HAMU CJAEJaH BBIBOJ O JUIMTEIBHOCTH 3aIlOJIHEHUS
anexktporHoro HanpasieHus B EMHUAC. Cpennee BpeMs 3aroIHEHUST OJHUM BpadyoM OJIOK-CXEMBI (110
BCEM BpauaM B TeueHue 23 paboumx aHEH) B pa3pe3e paboumx MHEH M KOJIMYECTBA 3aMOJHEHHBIX
osok-cxeM coctaBwiio 40 cex (£2 cek). Mcnonb3oBaHue npeasaraéMoOro HaMu PELIEHUs! MO3BOJIUT
neAuaTpy HE TOJBKO CHMU3UTH BpeMsl 3amojiHeHust (GopMbl Ui (OPMHUPOBAHUS AJIEKTPOHHOIO
HarpaBjeHuss K NMpoQMIbHOMY cCIenHanucTy (ayueprosiory), mnpubausurenasHo ¢ 175-180 mo 40
CeKyHJl, HO M TIO3BOJIUT, OJHOBPEMEHHO C(HOPMHUpPOBaTh 3JEKTpOoHHOEe HampaBieHue B EMUAC,
ucnonb3oBaB cucremy WIINIBP, pesynbraToM KOTOpOW (akTHUECKH SBISETCS BepUpUKAIUSL
IPE/BapUTENLHOTO JMarHo3a OpoHXHallbHas acTMa. B cilydae caMOCTOSTENbHON IOCTaHOBKU
IpeBapUTeNIbHOTO AuarHo3a J45.9 nenuatpom, eMy JOCTYIEH YK€ CYIIECTBYIOIUN (pyHKIMOHAI, B
TOM 4HCIlie ¥ BbIOOp HampaBieHus nocpeactBoM EMUAC k nmpoguibHOMY CHEIUAIUCTY, KOTOPBIN
OIMCaH paHee.

Jnst anpoOanuu MoJenu MOCTAHOBKU NpPEIBAapUTENbHOrO auarHo3a bA, Hamu o0y4yeHbl U
MPOMHCTPYKTUPOBaHbI Bpauu-niequaTpsl ogHoro u3z AIIL r. Mockssl. MccnenoBanre npoBoAUIOCH Ha
paboueil rpymnme neTei AOMIKOIBHOTO W PAaHHEro IIKOJIBHOTO BO3pacTa, (IPOBEpOYHOE MHOXKECTBO)
(n=123), HaOyro1aBIIUXCsl Y TIEAUATPOB TI0 TIOBOJIY AMTH30]I0B OPOHXUAIBHOUN 00CTpyKIMU. B padouyro
rpymny ObUTH BKJIFOUEHBI AeTH OT 2 1o 8 IieT, u3 KoTopwix 67 (54,5%) mampumkoB u 56 (45,5%)
neBoueK. J[TUTenbHOCTh HCCiIeoBaHUs cocTaBuia 3 mecsma. [leanarpsl UCMONB30Bald B PYYHOM
pexXuMe, mpeasiaraeMple aaropuTMbl (OJIOK-CXeMbl) MPH MPOBEICHUH MpHeMa JaHHBIX MallueHTOB.
I[Io wroram TectupoBaHus Oblla TPOBEJEHAa OLIEHKA JUWAarHocThdeckod 3¢ddexTuBHOCTH
IPEJI0AKEHHOIO METO/1A.

Pesynprar: w3 123 mnanueHTOB € acTMONOJOOHBIMM CHMITOMAMH C HCIIOJIb30BAaHHEM
npeyiaraéMbIX aJlrOPUTMOB IMOCTAHOBKH IpeIBapUTENbHOTO auarHo3a BA k amieprosiory ObLIo
HanpaBneHo 45 (36,58 %) manuentoB. M3 45 manueHTOB, COOTBETCTBYIOIIMX KPUTEPHSIM OJIOK-
cXeMbl JiIst AMarHocTuku bBA y 32 manenToB nuarno3 0bsu1 moarsepxkaeH (75,5 %).

[TpoBenennsIif ananm3 Tpymisl Aetei (123 pedenka) ¢ acTMano00HBIMH CUMIITOMAaMHU BBISIBUIT,
YTO HCIIOJIb30BAHHE pa3paOOTaHHBIX AJITOPUTMOB BepUPUKALWU TMPEABAPUTEIHHOTO JMArHO3a U
MOJIETM ONTUMAJIBHOIO B3aMMOJEHCTBHS MEAUATPOB CO CIELMATUCTAMH BTOPOI'O YPOBHS, IIO3BOJISET
JOCTUYbL OoJiee paHHEW NUAarHOCTUKU OpOHXMAJIbHOW acTMbl y JAETed U YBEJIWYUTh KOJHUYECTBO
BBISIBJICHHBIX CIy4yaeB 3a00JIeBaHUsl.

Pesynprar: Takum oOpa3oM, mpeasiaraeMblii HaMH aJITOPUTM, C HCIOJNb30BAHHEM CHUCTEMBI

UIIBP B EMHUAC, B 4yacTM NOCTaHOBKM IPEJBAPUTEIBHOTO JHAarHo3a, € AaBTOMAaTHYECKOU
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MapuIpyTU3alyell NalueHTa ¢ NepPBOro Ha BTOPOM YpOBEHb CHUCTEMBI 3PABOOXPAHEHHS] HE TOJIBKO
SKOHOMHT BpeMsi Bpaua U CTPYKTYpUPYET W B3aMMOYBS3BIBAET Mpoliecc BepudUKalMKM TUarHosa u
MapUIpyTU3alluKd TAlUeHTa, HO M TIO3BOJSET pAalUOHAIBHO U J(PQPEKTUBHO NPUMEHATH YKe
CYLIECTBYIOIIME BO3MOXHOCTH CHCTeMbl 0€3 BHECEHHMS W3MEHEHHH B HOPMAaTHBHBIC JOKYMEHTHI,
periaMeHTHPYIOIINE MPOIECC OCYIIECTBICHHUs] IMpHeMa IMalMeHTOB BpauyaMy W IOBBIILIAET MPOLEHT
BbIsIBIICHUA BA y nereil. He MeHee BaKHBIM BOIIPOCOM, PEIIAEMbIM BHEAPEHHUEM JAHHOTO alrOpUTMa,
SBIISICTCSI 3HAUMTENBHOE CHIDKEHUE «JIATEHTHBIX CIy4yaeB» JAMarHo3a OpOHXHallbHash acTMa, 4To
NPaKTUYECKH HUBEIHMPYET PUCKU THIIO- U THIEPIUArHOCTUKU IAAHHOTO 3a00JIeBaHMS Yy HAIMEHTOB,
oOpararomuxcs K neauaTpy.

Bo3moxkHOCTH MeIUIMHCKOH MH(POPMANMOHHOM CHUCTEMbI JJ MOHMTOPUHIA KOHTPOJIS
OpOHXHMAJBLHOM ACTMBI Y JIeTeil HAa ePBbIX ABYX YPOBHSX CHCTEMBbI 31PAaBOOXPAHEHHA

Ha cnemyromem srtame ucciaenoBaHus OBLIM PAacCMOTPEHBI (PYHKIMOHAIBHBIE BO3MOXKHOCTHU
Mmapupytusanuu nanueHtoB B EMUAC nereit ¢ moATBEpKAEHHBIM TUAarHO30M OpOHXHMalbHAs acTMa
JUISL OEHKU KOHTPOJIS 3a00JIeBaHMsI C LIEJIbI0 AalIbHEHIIIeH KOPPEKIMH Tepanuu (Ipr HEOOXOIUMOCTH)
neauaTpamu, ajuleprooraMy U IyJIbMOHOJIOTaMH.

Heo6xonumo oTmMeTuTh, uTo cymiectBytomuid ¢pynknuonan EMUAC npenycmarpuBaeT Gopmy
KOHTpoJIsl 3a00JieBaHMsI, OJIHAKO €€ 3all0JIHEHUE HE BCErja OCYIIECTBISIETCS B CBSI3U C TEM, YTO
EMMUAC npeaycMmaTprBaeT Ha JaHHOM 3Tale TEXHUYECKYIO BO3MOKHOCTh MPOJOJIKEHUS 3aII0JIHEHUS
IOPOTOKOJIa TpHeMa NalueHTa Oe3 3aloJHEHUs yKa3aHHOW (OpPMBI, YTO MOXKET IOBJE€Yb PHUCKH
OCTaBJICHUS MallMEHTa C HEKOHTPOJIUPYEMBbIM TeueHHeM BA 0e3 KoppeKuuu Tepanuu.

PazpaboTannoe HaMu perieHne mpeaycMaTpuBaeT BO3MOXKHOCTh nmpuMeHerus cuctembl UTTTTBP
B BOIIPOCE KOHTPOJIA TeUeHHsI OPOHXHUAIBHOM acTMbl y NeTeil. JJaHHBINH adropuT™M Mo3BOJIUT COKPATUTH
nepuoJ C MOMEHTa IIOCTAaHOBKM JMarHo3a OpoHXWalbHasg acTMa Yy TAalUeHTa JI0 MOMEHTa
YCTAHOBJICHHUSI M COXpPAHEHHUs KOHTPOJs 3a0oJeBaHMs, YTO, 0€3 COMHEHHs, MOBIUSIET HAa KauecTBO
YKU3HU NAIIUEHTOB U UX POAUTENEH.

B mpouecce mpuema mnanueHTa  NeAMATPOM, IPU BHIOOPE OJHOTO W3 MOATBEPIKIECHHBIX
nuarHo3oB: J45.0 mmm J45.8, aBTOMaTMYECKHM OTKPBIBAETCA JAMAIOIOBOE OKHO C BOINPOCHUKOM,
CoJIepXKalUM TPH JUXOTOMHUYECKUX BOMPOCA IO OIEHKE KOHTPOJISi OPOHXHAIBHOM aCTMBI.

[Mequarp 3amomuser B EMUAC BONpPOCHHUK, OCHOBBIBAaSICh Ha pe3yJibTaTaX OMpPOCca/OcMOTpa
nanueHTa. AJTOPUTM MPUHATUS BpadueOHOro pemieHus OyAeT BBIMVIAAETh CIEAYIOIIUM 00pa3oM
(Pucynoxk 10).

Ha cnenyromem mare B EMHUAC ocymiecTBisieTcss MHTEIUIEKTyalbHas 00paboTKa JaHHBIX 110
HAJIMYHUIO/OTCYTCTBHIO KOHTPOJIS 3a001eBanus. [Ipu moATBEep K ICHUN HAIMYHS KOHTPOJIS 3a00JIeBaHuUs
3JIEKTPOHHOE HaIlpaBiieHue He (POpMHUpYyETCs, U MeIuaTp NPoA0JDKAeT MPUEM MallMeHTa U 3all0JIHeHHE

€ro SHCKTpOHHOﬁ MEJIUIMHCKOM KapThl, IIOCJIC Y€TO 3aBCPIIACT IIPUCM.
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BOMPOCHI OTBETbI

1. OgHa 1 6onee rocnuTanu3auuii 3a rog BcneacTerue o60CcTpeHua BPOHXMANLHOM acTMEl Aa aa aa HeT Aa HeT | HeT | HeT

2. iBa n 6onee TamENbIX 060CTpEHUI BPOHXMANBHON acTMbI B TeueHKe rofa ¢ noTpebHocTbo

Ha3HaYeHUA CUCTEMHbIX MTIOKOKOPTUKOWAOB WKW BbI30Ba BpUrajibl CKOPOH MOMOLIM, Aa na HeT | pa HeT | HeT | pa HeT
Ha3HAYEHWA BbICOKMX 03 MHIANALMOHHDBIX II0KOKOPTUKOMAOB Yepes Hebynaiisep

3. MoTpe6HOCTL B 32-aroHMCTax KOPOTHOTO AeNCTBUA ANA KYNMPOBaHWA CUMITOMOB

BpoHxransHoi actmel (Gonee 2 MHranaumii B HEENIO), HANMUME HOUHBIX CUMITOMOB NPy na HeT | Jda na HeT | pda HeT | HeT
COXpaHeHUU NPUBEPIKEHHOCTU K NPOTUBOACTMATUYECKOM TEpanuu
ABTOMATUUECKOE (POPMUPOBAHUE SNEKTPOHHOMD |
Hanpas/eHWa Ha TPEeTUIA YpoBeHb

HanpasneHue Ha TpeTuii
ypoBeHb He dopmupyeTcs

Mognucate
__Hanpasnenne

A
/  3asep-

| wenue
'\ npuema

Het

S~ ~

Pucynox 10 — AnropuT™ NpUHATHS BpadyeOHOTO PELICHHUS 110 HATMYHIO KOHTPOJIS

y manueHToB ¢ bA

[Ipy mOATBEP)KICHUM OTCYTCTBHSA KOHTPOJIA 3a00ieBaHusl CHOPMUPOBAHHBIM pPE3ynbTaT C
BBIBOJIOM AaBTOMAaTMYECKHU BBIBOJUTCS HA BCIUIBIBAIOIIEM JHAJIOTOBOM OKHE MPEAOCTaBICHUEM
neiuaTpy BO3MOXKHOCTH BbIOOpA CHEMAIBHOCTH Bpadya M YPOBHS CHUCTEMBI 3/paBOOXPAHEHUs, KyJla
HE00XO0/IMMO HAIPaBHUTh MAlMEHTa (CHEIMAINCT 2 YPOBHS — aJUIEPTOJIOT UM CHEUUANINUCT 3 YPOBHSA —
ayeprosor/mynsMonoior). Ilocine BbIOOpa YpOBHS CHUCTEMBI 3[IPAaBOOXPAHEHHS W CIIEIUAIN3ALUT
Bpaya, aBTOMaTH4YecKu (hopMHpyeTcs 3JIEKTPOHHOE HaIlpaBJI€HHE Ha COOTBETCTBYIOIIMH YPOBEHBb C
kHonkoi «llognmucare». Ilo OxkOH4YaHMM mpueMa JaHHBIE B DJJEKTPOHHOM MEAMIIMHCKOW KapTe
coxpansitorcs ¥ npuem B EMUAC 3aBepiiaercs.

YHUKaNBHOCTDh pEIIEHHUsS COCTOUT B HEBO3MOXXHOCTH 3aBEPIICHUs IE€UaTpOM IIpueMa B
EMUAC wu BbIX0/1a M3 KapThI MalUeHTa 0e3 MOoANHCcaHus cPOPMUPOBAHHOTO CUCTEMOM IIEKTPOHHOTO
HaIpaBJIEHUs, €CJIM CUCTEMa MOMOIIY MPUHATHS BpaueOHBIX pelIeHHH mocie oOpaboTKU OTBETOB Ha
JMXOTOMHMYECKHE BOIPOCHI chopMUpOBaia pe3yibTaT 00 OTCYyTCTBUU KOHTPOJIS 3a00JI€BaHHUS.

Pesynprar: Takum o00pazom, Npu peanu3alMyd ajJropuTMa, IPEACTaBIEHHOIO Ha CXeMe,
pesynbratom npuemMa B EMMAC sBnsieTcss HE mpOCTO 3alOJHEHHOE HAIlpaBJIEHWE HAa BTOPOM WM
TPETU YPOBHM CHCTEMBbI 3]IpaBOOXpPAHEHHs, HO M (AKTUYECKOE OIpeaesieHue CHUCTEMOH ¢
ucnonb3oBanueM cuctembl UTTTIBP He0OX0uMOCTH KOPPEKITUHN TEPAITHH.

AHAJIOTWYHBIN anropuT™M paszpabotaH u Uit npuema pedeHka ¢ BA amnepronorom. OnHako B
OTIMYME OT IeauWaTpa y ajieprojiora CyIIecTBYeT BO3MOXKHOCTh BBIOOpa: CaMOCTOSITENIbHAs
KOPPEKLMsl Tepanuy JIMOO HarpaBleHHE Ha TPETHHl ypoBeHb. [l nanbHEHIIEro IMarHOCTUYECKOIro
HOKMCKa WIIM TIEPCOHU(UIIMPOBAHHOTO Toa00pa TapretHoil Tepanuu (PucyHok 11). JlaHHBIH mOAXOA

MIO3BOJISIET MUHUMH3UPOBATH  CIEAYIOLIME pPHUCKUA: HECBOEBPEMEHHAs KOPPEKLUSA TEpaluu;
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TOCIIUTANM3AIMS B cTaoHap ¢ oboctpeHueMm, B ToM umcie, OPUT; puck momupukanuu TeUCHUS
3a00J1eBaHUsI BEPOSTHOCTHIO COOTBETCTBUS KputepusiMm GOLD B nanpHelmem.
ArmnpoOarusi TaHHOM MOJENTN HaMU MPOBEACHA y MAIMEHTOB C TSKENIBIM, HEKOHTPOIHPYEMbBIM

TCYCHHUEM 6p0HXI/IaJIBHOI71 ACTMBbI U aTOMMUYCCKOTO ACPMATUTA U OITMCaHa HUKC.

Npuem naumexTa J Bpas-negarp

Buop opHoro us

arso3oe: }45.0, 145.8

}

! OTKPLITHE OKHa C
W3 IMXOTOMMUECKHMX BONPOCOB OnpocHMKoM

VrennerTyansHan 06paBoTia AaHHBIX N0 HAAMMIO KOHTPONA
a6 c nomouso i 0 oByuenus

3agep- Npogonerne sanonHeHMa
wenme NpOTOKONa NPUENa &

TEETE MEAHUMHCKO KapTe

Bubiop creunammcra
coosercreyiouero
YpoBHA CrcTEM
E T —

[ pesynbiata,

NoATEEPHAOWETD
HANW4ME KOHTPONA

B0y Ha SKpaH
JMANIOTOBOIO OKHa C
pesynLTaToM

1yposens

Popmnposanne pesynoTata,
NOATEEPHAGILIETD
'CTBME ROHTPONA

NpoTOKONa NpUeMa B
MEOHUMHCKO KapTe

o

[ NAUKEHTa K BPayy BTOPOTO YPOBHA € ABTOMATHUECKOE (GOPMMDOB3HHE HANPaBNEHHA K
| COPMMPOBAHHBIM PE3YNBTATOM OMPOCHMKE CNELMANUCTY BTOPOTO YPOBHR (annepronor/nybmorHonar)

ABTOMATMMECKDE GTKDbITHE DKHA § MEfMIKHCKOH _
KapTL naueHTa

KapTE M&LMEHTa C PE3YLTATAMMA OIPOCHMKE
3an0/HeHMe ONPOCHKE, COCTOALETD
3 AMXOTOMMHECKHX BOTPOCOB

MHTenneKTyanbHan aHHLIX N0 D
[ WEH TEXHONOTHIA obyueHua

Bai0p 00r0 w2
noATESpK kKL
gparvoaos: 145.0, 1458

Bpau-annepronor

ABTOMETHHECKOE OTRPLITHE OKHE >
C ONPOCHAKOM

Buibop spasom gansweiiuero
WapuIpyTa neserR:
BoamamrocTn/ HesoamomHocTs
camocToRTentHoN Kopperyn
{epanyi Spasom ETOPAro YPOSHS

3anep-
wetme
npHema

2 yposern

DOpMHPOBAHME PE3YNLTATa,
NOMTBEPIKAAIUIETO OTCYTCTBHE
HOHTPONIA B BU/E MANOTOBOND OKHA

TIpOAO/NErME SaNONHeHMA NpoTaKoA
NpMeNa B MeLMHCKOl KapTe

e ———
‘ MySTUMOPBHIHOCTH NaupeHTa

l ]

] woe % Ty TpeTHero yposra [annepronor/| o |«

| [ | i
HanMuME KOHTPONR MeguuuHCRO# KapTe

Boibop
omumans
ol
Tepan

3 yposenn

Pucynok 11 — Juzaifn mporiecca 6€CIIIOBHON MapIIpyTH3aIlliy U BEICHUS MAIUEHTA C
MOJITBEPK/IEHHBIM TUArHO30M OpOHXHANIbHAS ACTMa C MIEPBOT0 Ha TPETUN YPOBEHb CUCTEMBI
3/1paBOOXpaHEHUs

JAumarHocTuka W BeleHHMe [JeTedl ¢ aTONM4YeCKMM [epMAaTHTOM U XPOHUYECKOM
KpanuBHHIEH Ha aMOYyJaTOPHOM JTame ¢ HCHOJb30BAHMEM COBPEeMEHHbIX MH(OPMAaIHOHHBIX
TeXHOJIOT Uil

Jlnst mepBUYHON JUArHOCTHKHU W/WIIM MOATBEPKACHUS OKOHYATEIHHOIO JUArHO3a aTOMMYECKUN
nepMaTuT Ha npuéme y Bpada-neamatpa (1 ypoBeHb) Hamu pazpabotan ans  EMUAC
JIOTIOJTHUTEIBHBIN pa3/ien, MO3BOJISIONINI aBTOMAaTU3UPOBaTh Iporecc (GOopMHUPOBaHUS HATPABICHUS
pebénka K npoduIbHOMY ClienuaIncTy-ajseprojory. Bo Bpems 3anmonHeHUs] IpOTOKOJIa OCMOTpa Ha
npuémMe y neauaTpa mnocie BplOOpa AuarHos3a ¢ ompenenéHueiM mmdpom mo MKbB-10: L20.9, L20.8
ABTOMATUYECKU OTKPBIBAETCS AMAJIOTOBOE OKHO C BOIPOCHUKOM, COJAEPXKALIUM JUXOTOMHUYECKHE
BOIPOCHI IO HO30JIOTUH aTOTTUYECKUH 1epMaTUT

Bpau-neguatp 3anonnser B EMUAC BONpOCHUK, OCHOBBIBASICH Ha pe3yJibTaTaX aHaMHE3a,
ompoca W OCMOTpa mamnueHta. Ha criemyiomiem 1are, TOcCi€ BHECEHHsS NEAMATPOM B

COOTBETCTBYIOIIYIO JJIEKTPOHHYIO ()OpMy OTBETOB Ha BBINICyKa3aHHbIE BOMpockl, CucreMoil ¢
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ucnonp3oBanueM Mexaam3mo MUIITIBP, ocymecTtBisiercs o0paboTka MaHHBIX TIO pe3ysibTaTtam
KOTOpPOM MPUHUMAETCS pEelIEHUE, MOATBEPKAAIOIIEE UM ONPOBEPraroiee MpeaBapUTENIbHbINA JUarHO3
aTornuyeckuit nepmatut. Takum obpazom, EMUAC mno mpeanaraeMoMy alroOpuTMy CaMOCTOSATEIHHO
chopMupyeT HampaBlIeHHE HA BTOPOW yPOBEHBb CHCTEMBI 3PAaBOOXPAHCHUS AJIsl TIOATBEPKICHUS WU
onpoBepkeHus: nuartosa. Ilocne nmoanucanus snekrponHoro HampasieHuss B EMUAC npoucxoaut
aBTOMaTH4yecKas OeclIOBHAs MapHIpyTH3alisl MaldeHTa Ha BTOPOH YpPOBEHb K ajIeproJiory, rnocie
4Yero Bpay-neauarp MPOAOJDKAET BECTH IPUEM IALMEHTAa M 3alOJHATh IPOTOKOJI OCMOTpa B
AJIEKTPOHHOM MEJULIMHCKON KapTe.

Mogesp  ycOBepIICHCTBOBAHUST MEIMUMHCKOW HHGPOPMALMOHHON  CHCTEMBI /s
MOHUTOPHHIA CTENEHH THKECTH M KOHTPOJISI ATONUYECKOr0 AepMaTuTa.

Jnst onpeneneHus CTENEHU TSHKECTH M YPOBHSI KOHTPOJS 3a00JeBaHUS HAMH MEPBOHAYAIBHO
paccMarpuBanachk BO3MOxkHOCTh BHenpeHus B EMUAC mpoctoro, BalMIHOTO U JIETKO IMOHSTHOTO
uHctpymenTa u3 7 sonpocoB — POEM (Patient Oriented Eczema Measure).

OnHako COMIACHO MPOBEIEHHBIM pacyéTaM B paMKaxX PYTHHHOTO MpuEMaA ajlieprosora,
olpeziesieHue creneHu TskecT 1o mkane POEM 3anumaer B cpeHeM HE MeHee 3 MHUHYT, B CBSI3H C
4yeM, OBbUT MCIOJIB30BaH aJbTEPHATUBHBIN, OOJI€e MPOCTON BaPHAHT, KOTOPBHIH YUUTHIBAET KOJIHMYECTBO
000CTpeHul 1 MPOJIOJIKUTENILHOCTh PEMUCCHIL 3a TOI.

B CucremMe naHHBIN alropyuT™M pean30BaH MOCPEICTBOM OJI0Ka BOTIPOCOB, TI0 aHaoruu ¢ BA.

[Ipu siBKe Ha MpHEM K aljieproyiory pedeHKa Mo 3JIEKTPOHHOMY HAMpaBICHHUIO OT Meauarpa C
[IPEABAPUTEIIBHBIM JTUarHO30M aTONMYECKUN JEPMAaTUT, NPU OTKPBITUM AJUIEPrOJIOroM IIPOTOKOJIA
IIpyueMa B 3JIEKTPOHHOM KapTe NAalMEHTa, Cpa3y € aBTOMATHYECKH BCIUIBIBAET IUAJIOTOBOE OKHO C
pe3yibTaTaMud OTBETOB HAa BONPOCHI, IPOBEACHHOIO MEAMATPOM B pPAMKax IpUEMa U KHONKOH
«Bepudunmponats auarno3y». Ilocie ananusza pe3ynbTaTOB BOMPOCHHUKA, 3aIIOJHEHHOTO MEIHATPOM,
AJIEPrOJIOT JENAeT COOTBETCTBYIONIMI BBHIBOJ O HATHMYUU/OTCYTCTBUH JUATHO3a U HAXKUMAET KHOIKY
«Bepudpunuponare nuarno3». [lociae HaxaTusi amieproysioroMm Ha KHOINKY «BepuduiupoBaTtsh
JTMarHo3» aBTOMATHUYECKH BCIUIBIBAET JUAJIOIOBOE OKHO C BOIPOCHUKOM IO TSKECTH 3a0osieBaHMs,

COCTOSIIIUM U3 3 KPUTEPHUEB, MIPEACTABICHHBIX B Tabsmiie 7.

Tabnuia 7 — ABTOMaTu3upoBaHHas orieHKa Tsbkectd AT/ JnanoroBoe oKHO ¢ BopocaMu

MynkTr Kpurtepuu Cremnenn
TSKECTH

1| Peaxue oboctpenus — 1-2 pasa B TOJ; MPOAOIDKUTEIBHOCTh peruauBa — | Jlerkoe TeueHue
10 1 Mecsiiia, MPEUMYIIIECTBEHHO B XOJ0IHOE BpeMs rojaa. uTenbHOCTh
pemuccuu > 8 - 10 mMecsIeB.

2| Yacrota oboctpenuii — 3 paza B rOom C yBenmueHueMm ux | CpemHETIKEIIOE
MPOJIOJIKUTENLHOCTH. J[TUTENBHOCT peMuccuii — 2-3 Mecsina TeUeHne

3| Yacrora oboctpeHuit > 5 pa3 B ron, JUMTeNbHOCTh pemuccun — 1-1,5 | Tsokenoe TeueHne
MecsIa
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B ciydae cpemHeTSKENOro W TSHKEJIOro TeUeHHs 3a00JIeBaHWs, aBTOMATHYECKH (HOpMUpPYETCs
JUAJIOTOBOE OKHO C 4 JOIOJHHUTEIBHBIMU JTUXOTOMHYECKHMH BOIIPOCAMH, MO3BOJSIONIMMH OLICHUTH
HaJIMYME/OTCYTCTBUE KOHTPOJIS 3a00JI€BaHHUS.

B ciydae, ecnu npu 3al10JIHEHUU BOTIPOCHHUKA aJIJIEPTOJIOrOM BBIOpaHO 2 1 Oojiee OTBETa «J1a», B
EMUAC aBTOMaTHuecKH CO3/1a€TCsl JIEKTPOHHOE HAIlpaBJICHWE HAa TPETHH YPOBEHb MJISl PEILEHUs
BOIIPOCA O 11eJ1eCO00Pa3HOCTH Ha3HAUYEHUS TApreTHOM Teparnuu.

[IpeuioskeHHOE TEXHUYECKOE pelleHHe MO0 (OPMHUPOBAHUIO IPEBAPUTEIBHOIO JMarHO3a
aTONMUYECKUN JepMaTUT y JeTed ¢ ucnonb3zoBanuem CUIIIIBP, anroputm mnpuema nanueHTa u
aIropuT™M (OPMHUPOBAHUS JIEKTPOHHOTO HAIpaBJIEHHUS K Bpauy BTOPOrO YpOBHs (aJUIeproiory) ,

pu He0OXOIMMOCTH, TPEThEro ypoBHS nocpeacTBoM Cuctembl moka3zaH Ha cxeme B Pucynok 12.

TNpuem naumeHTa
: e Bbi6op
l \avartoza: 120.8,

L2039
=10cek

OTKpbITHE OKHa ¢ Her

COCTOALUMM WE 4 AMXOTOMHUECKHX BONPOCOB

Bpavom

W3 4 [MXOTOMM4ECKHX BONIPOCOB * 30 cex

aflan>=2
sonpoca

Y Avarkoza 1202,
L20.9 € NOMOLLLE#0 TEXHOOTMA MILMHHOTO 06YueHHA

1yposeHn

n npiema &
MEANLHCKO KapTe

©OPMUPOBAHYE NPEABAPHTENbHOTD AMarHosa L20.8, L20.3 nyTem
8518018 MH(OPMBLMOHHOTO AMANOTOBOTO OKHA Ha JKPaH

v

| e |

3asepuetie

— o

3asepiue
Hite
npHema

ABTOMaTHYECKO® OpMMpOBaKYE
K y Tperpero
yposnA (annepronor)

| AnarHoza L20. BTOPOro ypoBHA (C y4eTom

Pe3y/bTaTos A3HHBIX CHCTEMBI NPHATHA BP: PeLucHHi)

TpoAo/enve npuema
W 3aKpBITUE MPOTOKONA
CamocToATeAbHOE
Ha3HaueHHe Tepanun
©OpPMUPOBaHHE PesyALTaTa & BUAR

[MaNO0TOBOT0 OKHa, NOATBEPHAAIOLIETS
HANNYME KOHTPOAR

Tl «fan >=2
sonpoca

| — oxeac 10 TAReCTH
2z 3 KpuTep

BHIEOp 8Pa40M Y PEIKAEHHA COTNACHO
AHHGIX MYISTAMOPGHAHOCTH NaLMeHTa

2 yposeHn

JIerKoe TeugHHe

CpeaHe TAkenoe TeueHMe

Bei600 paHOM AansHeRETS
MapLIPYTa NeYeHMA: BOIMOKHOCTS)
‘~ Hea0amaisocTs camocToRTensHof

KOPEKLYAH TEp3AM BpasoN BTOpOrD

Tamenoe Teyenue

OTKpbITHE OKHa €
COCTOALUMM W3 4 AMXOTOMHUECKHX BONPOCOR

BpaYOM
W3 4 AMXOTOMHYECKIX BONPOCOB

y # NOMOLIM
NDUHATHA BpauebHbIX peLIeHHit

KGHTPO/IA B BNALE MAN0roBOTe OKHA

Pucynok 12 — IIpouecc MapuipyTi3anuy Ha BTOPOH U TPETHI YPOBHU ISl TAaMEHTOB ¢ AT/,
Anroput™ (GopMUpPOBaHUS IEKTPOHHOIO HANPaBJIEHUS
Jis anpobauun Mozaenu >PQPEeKTUBHOCTH MapIIPYTH3aLMM JAeTel K CIeNUaluCTaM TPEThEro
ypoBHs Ha paboueil rpymme u3 15 nereil ¢ TSOKEIbIM TEUEHHEM AaTONMWYECKOro JepMaTHTa M
OpOHXHaJIbHON acTMBI NIPOBENIEH PETPOCHEKTUBHBIN U MPOCTIEKTUBHBINA aHAIU3 JaHHBIX 3JIEKTPOHHBIX
MEIULIUHCKUX KapT. KpurepusMu BKIIOYEHHS OBLIM JETH C TSOKEIbIM TEUEHHEM aTONUYECKOIro
JepMaTUTa B COYETAaHUU C TSKENIbIM, HEKOHTPOJIMPYEMBIM TE€YEHHEM OpOHXMaJbHOM acTMbl. [[ns
OIpEZENICHUsI CTENIEHU TSDKECTU U ypoBHS KOHTposst AT/l u BA ucnonbs3oBanuch B py4HOM PEXHUME
BOTIPOCHUKH, TipecTaBieHnble B Tabmune 7 u Pucynku 10,13 cooTBeTcTBeHHO. TapreTHyro Tepamuio

MOAOUPaATH C YIETOM MYJIBTUMOPOUTHOTO (DEHOTHUTIA U TIPODHIIS MalUeHTA.
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BOMNPOCHI OTBETbI
1. ECTb Ak HapylweHns CHa, ceasanHbie ¢ AT, B TedeHne Nocnegnnx
7 puei? Aa aa Aa Aa HeT Aa Aaa HeT aa HeT HeT | HeT HeT
5 A
ﬁo:::;..’.:: ;’::;'S"" TR PR R P T | A3 pa  HeT | pa | pa | HeT | HeT | HeT | Aa | HeT | HeT | HeT

3. Ecrn an noTpeb s wkoMa08 1
[y YWHEBpUHA ANA Gonee | Aa Aa | HeT  ga Aa | HeT | HeT | Aa HeT | HeT = Aa | HeT | HeT
30 r 8 mecay y faeteild u Bonee 60 1y noapocTkos cTapwe 15 net

4, OdbopMAANKCE W BONbHU4YHBIE NHCTBI B CBAIW ¢ AT/l WAW ero
{ KOMHBIM | A3 HeT Aa Aa Aa HeT Aa A HeT HeT HeT Aa HeT

|

ABTC Hoe Gopmup NEKTPOHHOTO Hanpasneune Ha TpeTHii yposeHs
HanpaeneHna Ha TPETHIi ypOBEHb He dopmupyeTca

) B TeveHHE 3 mecruyes?

Het MNognucats ,Cl,a
HanpaeneH1e
v

3aseplweHue
npuema

Pucynok 13 — AnropuTm npuHsATHS BpaueOHOTO pelieHus AJis NalueHToB ¢ AT/]

[Tpoananu3upoBaHbl CIEAYIONIME TapaMeTphl: BpeMs OT Havaja Tsokesoro tedenus bA u A/l no
HaIpaBJeHUs K CHeHNHalIucTy 3-Tro ypoBHs, cpeaHee 3HaueHne SCORAD u ypoBHSL KOHTPOJIS
OoponxuanpHOi acTMbl o ACT 10 Hauana Tepanuu U B TuHaMuKe dyepe3 1 u 4 mecsa.

Pesynpratsr:

Bpewmst ot Hauana Tspkenoro teueHust A1/l u BA 1o HanpaBieHus nmanueHTa Ha TPETHH YpOBEHb
JUIsL KOPPEKIUH TEPAluU, B TOM YHMCIIE, JUIsl HA3HAUYEHUsl TapreTHOW Tepanuu coctaBui 8,2 mecsua (3-
21 mec.).

Cpennee 3HaueHne SCORAD Ha MomeHT HampaBieHuss coctaBun 50.46+8.94 (m=2.31).
Cpennee 3nauenue SCORAD uepes mecsn nocine HazHaueHus TapretHoil Tepanuu ['MBII coctaBun
20.66+4.80 (m = £1.24) - Cpennee 3Hauenue SCORAD wuepe3 4 mecsma mocie Ha3zHAYCHUS
tapretHoi Tepanuu ['MBIT 17.06+£5.94 (m = +1.53) (Pucynok 14).

51

N
25

41
20

31 %
15 -

N

21
10 -

) .: ']

1 : : ]

Ouenka cteneHn TakecT AT/l Onerka cTeneHn TakecT AT/l OLeHKa CTENCHH TAKECTH AT Oueska kouTpornt BA o ACT  Onenka konTponi BA no ACT  Oueska korTpons BA mo ACT
o mxane SCORAD, wa Moment  no mkane SCORAD, nocre o mxane SCORAD, nocre test Ha MOMEHT HanpaB/leHHs  test [IOC/Ie TpreTHOI Teparuy,  test [Oc/Ie TApreTHOI Teparu,
HAaIpaBIeHUST TapreTHOi Tepanuu depes 1 TapreTHOH Tepamuu yepes 4 gepez 1 Mecan wepes 4 Mecaa
Mecs MecsIa

Pucynok 14 — [lunamuka KoHBIX mposiBieHud AT/ mo Pucynok 15 — Jlunammka ypoBHS KoHTpons BA mo ACT
mkane SCORAD TeCTy

Yucno creneneir cobonsl (f) paBro 14. Ilapusiit t- UYwcno cremenedd cBoboxbl (f) paBHo 14. Ilapubri t-
kputepuit  CtbromeHta paBeH -15.207 wu  19.079. xpurepuii Cteionenta paseH 8.481 u 11.859. Kpuruueckoe
Kputnueckoe 3Hauenue t-kpurepusi CrbrojieHTa TNpu 3HaueHHWe t-kpurepuss CThIOJEHTAa IIPH JaHHOM 4YHCIIE
JAaHHOM 4HCIlle cTereHed cBoOoxael coctasisier 2.145. creneneil cBoGozapl cocrasimsier 2.145. t Habm > tkpwur,
(p=0.000) HM3MEHEHUs NpU3HaKa craTucTidecku 3HagauMebl (p=0.000)
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Cpennee 3HaueHWE KOHTpOJs OpoHxmanpbHOW actMbl Mo ACT Ha MOMEHT HampaBICHUS
coctaBuia 15.3+£3.41 (m = +0.88). Cpennee 3nauenue ACT uepes mecs nocne HazHadenus ['MBIT
coctaBms 21.7341.62 (m = +0.41). Cpennee 3HaueHHe KOHTpOJs OpoHXuanbHOM acTMbl Mo ACT
yepes 4 mecsiia nocie HazHaueHnus: [ MBI coctaBun 23.53+1.50 (m = +£0.38) — (Pucynoxk 15).

Takum o00Opa3oMm, MpPOBENEHHBIM PETPOCIEKTUBHBIA U TMPOCHEKTUBHBIM aHaIM3 JaHHBIX
JJIEKTPOHHBIX MEIULUHCKUX KapT 15 neredl ¢ TSKENIbIM TEYCHHEM aTOIMYECKOIO JIepMaTHTa B
COYETAaHUU C HEKOHTPOJUPYEeMOH OpOHXMaJIbHONH acTMOM (OLIEHKAa CTENEeHU TSDKECTH M YPOBHS
KOHTPOJISI OCYIIECTBISUIACh C TIOMOIIbIO0 Pa3pabOTaHHBIX AaJTOPUTMOB) IOKa3aJl OTCYTCTBUE
MOHMTOPHUHIA T€UeHHUs 3a00JIeBaHUS W MO3/JHEE HAIPaBJICHHWE MAIMEHTOB K CIIELUAIUCTY TPETHEro
YPOBHSI AJIs1 KOPpEKLUH Tepanuu. B Toxe Bpems, mocie noadoopa U NpUMEHEHUs! TapreTHON Tepanuu,
yKe uepe3 Mecsll ObUl JOCTUTHYT KOHTpOJIb 3a00JIeBaHUs, KOTOPBII COXpAHSJICS B JajbHEHIIEM.
Takum 00pa3oM, TMpH HCIOJIB30BAaHUU [IpeAJIaraéMo  MOJENM MapUIpyTH3allMM  JETe K
CHEIHAJINCTaM TPETHETO YPOBHS HE TOJIBKO MUHUMH3UPYIOTCS PUCKU MO3/IHEr0 HAINpaBJICHUS AETEH ¢
TSOKEJIBIM ~ HEKOHTPOJIMPYEMBIM TEUEHHEM aJJIeprHyYecKuX 3a00JeBaHMH, HO M 3HAYUTEIBHO
COKPAILAETCs] BPEMEHHOM MHTEPBAJI 0 AOCTUKEHHSI KOHTPOJIS.

HNuTennexktyanbHass o0padoTKa KJIMHMYECKHMX JAHHBIX B JHATHOCTHKE M BepH(HKALHH

AUAr"Ho3a XpoHu4eCckas KpaliuBHHUIIA Y JeTel Ha nmpueMe y neauaTrpa

EcTb v cneunduyeckue
BHELIHUE NPOABNEHNA Ha
KoKe (BbiCbiNaHuA B BUAe
BONABIPET U/Uni OTeKoB)?

Ha

Het

MEIOLLMECA BbICINAHWA
MOFYT NOABAATLCA U
ncyesatb
CaMOCTOATE/IbHO?

HanpaBneHue Ha BTOpO ypoBEHb He

Hanwuwme 3yga?
dopmmnpyerca

J11uTeNbHOCTb CUMNTOMOB Het

6onee 6 Hepens?

ABTomaTnyecku Gopmupyercs
HanpaeneHWe Ha BTOpOU ypoBEHb

a
A MpoaonikeHne BeAeHVs NpYeMa U 3aMoNHEHWA 3EKTPOHHOTo
NPOTOKONa B MEANLMHCKOM KapTe NauneHTa

Moanuncats
HanpaeneHWe

<

3aBeplieHue

nprema

Pucynox 16 — JlepeBo npuHATHUS pelIeHui U1 TOCTaHOBKH MPEIBAPUTEIIBHOTO JUAarHO3a
XpOHHUYECKasi KpalMBHULIA
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C 1menpr0 ONTHMH3AIMM W TOBBIICHUS S((OEKTHBHOCTH TMpolecca NpHeMa TNaIeHTOB C
NOTEHUUATbHBIM JIMAarHO30M XPOHHUYECKas KpalnuBHHUIIA HaMU pa3paboTaH JOMOJHUTEIbHBIN
uppoBoi OJIOK — CHUCTEMBbl MOMOIIM NPUHATHS BpadyeOHBIX pemieHud. Bo Bpems 3amonHeHus
AJIEKTPOHHOTO MPOTOKOJA MpuemMa, mpu BeiOope B CHUCTEME COOTBETCTBYIOUIETO MPEABAPUTEIHLHOTO
QUarHo3a Ha OSKpaHEe aBTOMATHYECKH OyAeT TOSBIATHCA JIHAJOTOBOE OKHO C YETHIPbMS
TUXOTOMUYECKUMU Bompocami, JlepeBo npuHATHS BpaueOHOro pelieHus nokazano Ha PucyHnok 16.

Hanee npouecc HampaBiaeHUs1 IPOTEKAET MO aHAJIOTUU ONMCAHHOTO Bbilie a1 bA u At/l.

JepeBo mpuHATUS pemieHUH (OpMHUpPYeT anroputMm paborbl CHUCTEMBI TakuM OOpa3oM, YTO
ABTOMATHYECKOE CO3/IaHKME AJICKTPOHHOT'O HAIPaBJICHUS HA BTOPOW YPOBEHb K Bpady-ajuIeprojiory
MPOUCXOAUT TOJBKO MPH HAJIUYUM BCEX YETHIPEX IOJIOKUTEIbHBIX OTBETOB Ha MpeJjiaracMbie
TUXOTOMHUYECKUE BOMPOCHl. JIaHHBIM MOIXOJ YYUTHIBAET TPeOOBAHMS AKTYaIbHBIX KIMHUYECKUX
pPEKOMEHIAUNA U CHIDKACT PUCK OIMMMOOYHOW TOCTAHOBKHM JHMAarHO3a XpOHUYECKas KpalvBHHUIA, a
TAKX€ PUCK OCTABJICHUS B JIATEHTHOM 30HE MAlMEHTOB C XPOHUYECKON KPaIMBHULICH.

Moaenb  ycOBepIIEHCTBOBAHUSI MEIMUMHCKONW HMH(MOPMANMOHHON  CHCTEMbI ISt
MOHUTOPHHIA CTENEHH THKECTH M KOHTPOJIsI XPOHNYECKO! KPANIUBHUIBI Y AeTel

[Tocne ¢dopmupoBaHusl 3IEKTPOHHOTO HAmpaBieHUs meauarpoM B Cucteme, MpH MTOMOIIU
npeiaraemMoro Hamu 1udposoro pemenusi, B EMHUAC ocymiecTBisieTcst 6OecioBHasi MapLIpyTH3aLus
pebeHKa ¢ MpeABapUTEIbHBIM JHArHO30M XPOHUYECKash KpAarmuBHUIIA HAa BTOPOM YpPOBEHb K Bpauy-
aJIeproJory.

C menbl0 ONTUMM3AIMK TPOIECccCa M COKpAIICHUS BpPEMEHH, 3aTpayuBaeMOro BpavyoM-
aJUIepProJIOTOM JIJIsl OIIEHKH aKTUBHOCTH XPOHHYECKOW KPANTUBHHUIIBI, TPEACTABIISETCS MIEPCIIEKTHBHBIM
paccMOTpeHHe U BHEJPEHUE TaHHOTO BompocHuKa B cuctemy EMMUAC B MOMEHT 3amiCH Ha MPUEM K
ayuieprosory. IlamueHTt, myTem 3amoiHEHUs MpejjaraéMoro BompocHuka B mpuioxkeHun EMUAC,
MPEIOCTaBISIET CBEJCHUSI 00 00beMe MMEBIIUXCS MPOSBICHUN KPAmUBHUIII, TAKUX KaK KOJIUYECTBO
Bobipel u ux 3yA. llociie BHeceHUs MAaIMEHTOM JIaHHBIX O KOJIMYECTBE OaioB, cUCTeMa
ABTOMATHYECKH AHAIM3UPYET KOJIMYECTBO OaUIOB M OIEHWBAET TSKECTh TEUEHUS KPATMBHUIIBL:
TSDKEJI0€ TEYCHHE XPOHWYECKOW KPamWBHHUIIBI COOTBETCTBYET 2842 OamiaMm; CpeaHEeW CTeneHu
TshkecTH — 16-27 Gannam; jerkoit crenenu — 7-15 6amnam; 0 — OTCYTCTBHE CUMIITOMOB.

HeoOxomumMo oTMeTHTh, YTO 0O€3 3alOJIHeHUs JAHHOTO BONPOCHUKA, TAIMEHT HE CMOXKET
MOATBEPIUTH 3aITUCh HA TIPHEM K aJJIEPToJIory.

[Tpu OTKpBHITUH TEKTPOHHON MEIUIIMHCKON KapThl MallMEHTa C HEMOITBEP)KICHHBIM JIMarHO30M
XpOHUYECKasl KpamuBHUIIA W Hayajle 3aloJIHEHUs] MPOTOKOJIa TMpueMa, B MHTepdeiice amieproyiora
ABTOMATHYECKH BCIUTBIBACT HWH(POPMAIIMOHHOEC JHAJIOTOBOE OKHO C pe3yJIbTaTaMd OIPOCHHUKA,
3aIlOJIHEHHOTO MEeIMaTPOM U MPEABAPUTEIHHBIM TUarHO30M.

[Ipu siBke Ha mpHeM K alJIeprojiory MalKeHTa C MOATBEP>KICHHBIM IHArHO30M XPOHUYECKas

KpanuBHUIIA B WHTepdeiice Bpaya, NMpH Hayaue 3amoyiHeHus npotokona ocMorpa B EMUAC, B
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ABTOMATHUYECKOM PEXHUME BCIUIBIBAET WH(POPMAIMOHHOE OKHO C pe3yJIbTaTaMU ONpOca MAaIMeHTa 110
mkane UAS7 B Bume konuuectBa OamioB. [Ipu Haxkatnm Ha KHONKY «ChOpMHpPOBATH pe3ysbTaT»
EMUAC c ucnonap30BaHHEM CHCTEMbI MIOMOIIY MPUHATHS BpadyeOHBIX PEIIeHUH, MO MpeiaracéMomy
QITOPUTMY, CAMOCTOSITEIBHO OIpPEAeNseT CTENeHb TSHKECTH 3a00JIeBaHUs B 3aBHUCHMOCTH OT
KOJIMYecTBa 0ayuioB. B 3aBUCUMOCTH OT pe3yibTaTa BhIIOJIHIETCS CASAYIOLUN allrOPUTM:

1. Ilpu pesynbrare «Jlerkoe TeueHue» IUATIOTOBOE OKHO 3aKPbIBAETCS HAXKaTHEM KHOIKU
«IIpoaomkuTh npuemM» U Bpad-ajuIeproior MpoI0JKAET 3al0JIHEHHE TPOTOKOJIa IpUeMa, Ha3HaueHUe
JIEYEHUs, TIOCIIE YEr0 MOXKET 3aBEPILIUTh IIPUEM.

2. Ilpu pesynmpratax «CpenHerspkenoe TeueHue» U «Tspkernoe TedeHHE» aBTOMATHUYECKH
BCIUIBIBAET UAJIOTOBOE OKHO C BOIIPOCHUKOM, COCTOSIIIMM M3 YETHIPEX JAUXOTOMHYECKUX BOIPOCOB,
npeiaraéMblX BaKHBIM HHCTPYMEHTOM [UJISl OLEHKM TeueHus 3aboneBaHuss M 3((eKTHBHOCTH
nedenuss — tectoM KoHTposs KpamuBHHIBI (Urticaria Control Test/UCT). [laHHBIH BOMPOCHHUK
3aMoHsIEeTCsS ajuIeproyioroM B MOMEHT IpUeMa IMalueHTa U MOXKET ObIThb MCIOJB30BaH JJIS OLIEHKH
KOHTpoJis OoJie3HH 3a mocienHue 4 Heaend y MalMeHTOB C XPOHUYECKOH CIIOHTaHHOW U
WHIYLIMPOBAHHON KPallMBHULICH.

Panee maHHbIi TeCT MPUMEHSUICS IJIsi OLEHKH KOHTPOJS HaJl TEYCHUEM KPAMHUBHUIBI TOJIBKO Y
B3pOCJIbIX, OJIHAKO HelaBHee HccienoBaHue Prosty et al. moaTBepamiio BO3MOXKHOCTH HMPUMEHEHUS
nanHoro ompocuuka y gereir (Prosty C., Gabrielli S., Mule P..et al., 2022; Zuberbier T., 2022).
Bormpockl kacarTcst KOHTPOJISI CUMITOMOB OOJIE3HH, BIHMSHHS Ha KAa4eCTBO KU3HU, dPPEKTUBHOCTH
JeueHwst, 00IIero KOHTPOJIs 3a00IeBaHMS.

[Tocrne 3anonHeHns ONPOCHUKA aJJIEProyioroM, MpejiaraemMasi HAMH cUCTeMa MOMOUTY TPUHSATHUS
BpaueOHBIX pelIeHH, 00pabaThIBaeT MOTyYSHHBIE TaHHBIC M0 CIEAYIONIEMY alTOPUTMY:

1. Ecnu mo pesynbpTaTaMm 3amoiHEHHs] ONMPOCHUKa amnepronorom cymma 6amnos no UCT <11
0aJJIoB, YTO CBUIETENLCTBYET O HEKOHTPOJIUPYEeMOM TedeHnHn XK, To cucTteMa MPUHATHS BpaueOHBIX
pelIeHuit aBToMaTHIecKu (OPMHUPYET HANPaBIICHHE HA TPETUH YPOBEHb.

2. Ecmm mo pesympratam 3amonHeHust cymma OammioB mo UCT cocraBmser ot 11 mo 16
(MakcuMalibHass cymMma 0ajioB), YTO JEMOHCTPHUPYET IOJNHBIH KOHTPOJIb OOJIe3HM, CHUCTEMa He
dbopMuUpyeT HampaBiICHHE W TO3BOJSET aUIEProiory MNPOAOKUTH TMpPHUEM, KOTOPBIM alljIeprojor
MOKET BOCIHOJb30BaTbCS WM HET, IO AaHAJOTMM C OpOHXMAJBbHOM acTMOM M aTONMHYECKUM

JIEPMATUTOM.
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ANTOpUTM OECIIIOBHOW MapIIPpyTH3ALUU U OMPEIETICHUS CTETICHH TSHDKECTH U KOHTPOJISE XPOHUYECKON

KpaIruBHUIIHI BU3yaIM3UpPOBaH B cxeme PucyHok 17.
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Pucynok 17 — Anroputm 6ecIIOBHON MapIIpyTH3AIUN U ONPEIEICHUS CTENCHH TSHXKECTH U
KOHTPOJISI XPOHUYIECKOW KPATTUBHHUIIBI

Takum 00pa3oM, NpemIoKeHHass HAMH CXeMa, TOJHOCThIO COOTBETCTBYIOIIAsS COBPEMEHHBIM
KOHCEHCYCHBIM JOKYMEHTaM M PoOCCHICKMM KIMHHYECKMM PEKOMEHJAlUsAM IO JICYECHUIO
KPanmuBHUIIBI, Bpady, HCIOJB3YysS CYHIECTBYIOIIMN B HACTOSIIEe BpeMs MOTEHIMAT (yHKIMOHANIA
EMUAC, MOXeT oCyIlIeCTBISATh TUATHOCTHKY, B TOM uucie U auddepeHIraIbHyl0 U OLIEHHUBATh
TSDKECTh M CTETIEHb KOHTPOJIsI OoJiee 3 (EeKTUBHO U pe3yJIbTaTUBHO.

Annepruyeckue 3a0oneBanus (OpoHXHUATbHAS aCTMa, aTONMWYECKUA JEPMATHUT, HACIICICTBEHHBIM
AHTMOHEBPOTHUYECKHI OTEK, XpOHHYECKas KpalnuBHHIIA) SBISIOTCS CHUCTEMHBIMHU, XPOHHUYECKUMH,
PELUANBUPYIOIINMH, BOCHATUTEIHHBIMUA 3200JICBAHUSMH, TMOPAKAIONIMME, Ppa3IUYHbIE OPraHbl U
cuctembl. bpems A3 y neteii, 0COOEHHO Y TOJPOCTKOB, OCOOCHHO TSIKEJIOE, TaK KaK OHU HAXOMSTCS B
MEepPEXOHON M YsI3BUMOM (paze pocTa C COMYTCTBYIOIIMMH OHOJOTUYECKUMH, KOTHUTHBHBIMH,
COLIMATIBHBIMU M SMOIMOHAJIBHBIMU MpeoOpa3oBaHUsIMHU. PaHHSIS W TpaBUIbHAs TUArHOCTHKA U
MOHUTOPHHI KOHTPOJISl QJJIEPrMYeCKUX 3a00J€BaHMN IPEIOCTaBUT BO3MOXKHOCTH MOI00pa/CMEHbI
Tepanuy, Omarojaps KOTOPOH MOXET HACTYIMUTh PEMHCCHS, NPOPHIAKTUPYIOIIas HETraTUBHBIC
nocyencTBus 6one3Hu. Pa3zpaboraHHbIe M anpOOHPOBAaHHBIE MEXAaHU3MBI U AJITOPUTMBI BEPUPUKAIIII
QUarHo3a, MOHUTOPUHTAa KOHTPOJNSI U TNEPCOHU(PUIIMPOBAHHOTO  HAOIIOICHUS neTei ¢

AJJICPIrUICCKUMHA 3a00JIeBaHUSIMH U BIICPBLIC CO3JaHHBIC MOACIN ABTOMATHUYCCKOM O€CIIOBHOI
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MapLIpyTU3allMd Ha OCHOBAHMHU OLIEHKH CYIIECTBYIOIIMX MOJAXOJOB K BEACHHIO JAETEH C JaHHOU
MaTOJIOTUEH U aHaNIKM3a HOBBIX TEXHUYECKUX BO3MOXKHOCTEH METUIIMHCKUX MH(POPMAIIMOHHBIX CUCTEM
MO3BOJIAT yIYy4IIUTh YPPEKTUBHOCTh OKA3aHHsI IIOMOIIHU JETSIM C aJUIEPrHYeCKUMU 3a00JIeBaHUSIMU Ha
BCEX YPOBHSAX CHCTEMBI 3paBOOXPAHEHUS.

BbIBO/IbI

1. B amOynaropHO-NMOMUKIMHUYECKUX YCIOBHUSIX MOJATBEP)KIEHUE AHAar€Ho3a OT MOMEHTa
MEPBBIX CUMITOMOB JI0 YCTAHOBKM OKOHYATEIHHOIO JMarHo3a OpOHXHUaNIbHAs acTMa COCTaBiseT 5,2 +
1,7 roma, 4TO MOXKET BJIMATH HA CPOKHM HA3HAYEHHS HMPOTHBOBOCIAIUTEIBLHOW 0a3MCHOW Tepamuu M
YBEJIMYUTh BpeMs 10 JOCTH)KEHHUS KOHTposst 3abosneBanus. [lpuumHON 1o3AHEH MOCTaHOBKU
JMarHo3a, HECMOTPS Ha HAJIM4YUE JOCTATOYHOrO 00beMa KIMHUKO-Ta00PaTOPHBIX U aHAMHECTUYECKUX
JAHHBIX (IIPOSIBJICHUS SIU30UYECKON OpPOHXOOOCTPYKLMHU, OTATOLICHHAs HACJIEICTBEHHOCTh II0
QIJIepruYecKuM 3a00JIeBaHMSIM, HAJIMYME CEHCHOWIM3AlUM K Ppa3IHMYHBIM aJJIepreHaM), MOXKET
ABJIATHCS MYJIbTUMOPOUIHBIN PEHOTHUI.

2. TlonHOreHOMHOE CEKBEHHPOBAHHE C HCIOJIb30BaHHEM OHOMH(OPMATHYECKOro aHajmu3a in
silico mo3BoyiseT OlEHUTh KIMHUYECKYIO 3HAYMMOCTh BapHaHTa TeHa. [loiyueHHblEe aHHBIC
MOKA3bIBAIOT, 4YTO mnoiauMopdHbie BapuanTel B reHax HS3ST6, F12, MYOF woryr ObiTh
3a/1eiCTBOBaHbI B IATOTE€HE3€ HACJIEICTBEHHOIO aHTMOHEBPOTUYECKOT0 OTEKa U IPOBOIMPOBATH OTEKH
3a CYeT TMOBBIIIEHHOTO0 BbIOpoca OpamukuHuHa. OOHapyKeHHass HOBas MHCCEHC-MYyTallus
NC _000010.10:2.95093020C>T (p.Argl590GIn) B rene MYOF naxke B reTepo3uroTHOM COCTOSHUU
MOJKET paccMaTpUBaThCS KaK MAaTOTE€HHAs y JIMIl C KIMHWUYECKUMH CHMIITOMaMH HAaclleJICTBEHHOIO
AQHTMOHEBPOTUYECKOTO OTeKa C HOpMaJibHbIM ypoBHeM C1-uHruduropa.

3. CpaBHHTENbHBIN aHAIN3 BCTPEYAEMOCTH aJUIepTHUecKuX 3a0osieBanuii o qanHbiM @CH Ne
12 u peectpoB Habmonenus crnenuanuctoB u3 EMUAC (Ha nmpumepe T. MOCKBBI), HE3aBUCHMO OT
METOAMKH cOopa mepBHYHOW uHPopManmuu U ee o00pabOTKH, TMOKa3al HU3KYI0 YacTOTy
Bepu(UIIMPOBaHHBIX uarHo30B. KomopOuaHas mnatojorus y JeTeid ¢ OpOHXHMaNbHOW acTMOM
(anmnepruyeckuil pUHUT, aTOMUYECKUHN IEPMATUT, KPAllMBHULIA U JIp.) HE KOHTPOJIHUPYETCS BCIIEJICTBUE
OTCYTCTBHSI JMHAMHUYECKOTO MOHUTOPUHTA, TaK KaK peOeHOK HaOIOAaeTCss C OJHUM JAMAarHO30M,
KOTOPBIN CYMTAETCS OCHOBHBIM.

4. VuuTeiBas JIUHAMUYHOCTH €XKEIHEBHO OOHOBISIEMBIX aKTYaIbHBIX JaHHBIX PEECTPOB
HAOJIIOJIEHUS] aJUIepProJIOroB M MEANaTpOB U MOTEHIMAl MEIWLUMHCKUX WH(OPMAIMOHHBIX CHUCTEM, a
Tak)ke BO3MOKHOCTh aHaliu3a OOJIBIIOro MyJia KOJIMYECTBEHHBIX M KaU€CTBEHHBIX JAHHBIX C TOMOIIBIO
3THUX CHUCTEM, LIEJIeCO00pa3HO CO3/IaHUE EIUHBIX PETUCTPOB IO AJUIEPTHUECKUM 3a00JIeBaHUAM Y AeTei
(c BHECEHMEM CBEICHMH O CTENEHU TSKECTH, YPOBHE KOHTpOJIA 3a00jeBaHUs U 00beMa Tepamuu) B
KayecTBE MHCTPYMEHTA JJIUTEIBHOTO TMHAMUYECKOTO MOHUTOPUHTA TeUeHUS 3a00JIeBaHUS.

5. TlpoBeneHHOe HccneAOBaHWE BBISIBUIIO, YTO B HACTOSIIEE BpeMsl IMpoliecc padoThl Bpaya-

neauarpa nNpu OCyHmCCTBJICHUU IpUEMa MNalMCHTA C MPCANOJaracMbIM JUATHO30M AJUICPTHUCCKOTO
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3a00JIeBaHMs BKJIIOYAET [Ba Pa3pO3HEHHBIX 3Tama: MPOLECC CO3/aHUS 3JIEKTPOHHOIO MPOTOKOJIA
npuema (kajaoObl, cOOp aHamMHE3a, OCMOTp, OIICHKa JIA0OpPAaTOPHBIX M HWHCTPYMEHTAIBHBIX
UCCIIeIOBaHMM, HAa3HAUEHUE WIIM KOPPEKLU Tepanuu) U GOpMHUPOBAHUE AIIEKTPOHHOI'O HANpaBJICHNU,
Ha KOTOpOe 3aTpadnBaeTcs 10 1/3 obIero periaMeHTHOTO BpeMeHH npuema. O0bequHeHne npoiecca
dbopMUpOBaHUS MPOTOKOJA MpHEMa C OAHOBPEMEHHBIM aBTOMATHYECKHUM CO3JaHHEM HalpaBlICHUS
ONTUMU3UPYET B3aUMOJICHCTBHE NIeIMaTpa C ajIeprojoraMu, MOBBICUT €ro 3PPEKTUBHOCTD.

6. PaspabGoranHble, HAy4HO 0OOCHOBaHHbIE U AlIPOOUPOBAHHBIE AJTOPUTMBI U

OJI0K-CXEeMBbI, BKJIIOYAIOIIME aBTOMAaTH3UPOBAHHYIO OICHKY HallM4usi KPUTEPUEB JUATHOCTUKH,
NoKa3aTesel TSAXKECTH TEeUEHUS U TapaMeTPOB KOHTPOJIS alIepruyecKux 3a001eBaHui MOKa3aJid CBOIO
¢ ¢pextuBHOCTh. DYHKIMOHAT MEIUIMHCKUX HH()OPMAIMOHHBIX CHUCTEM II03BOJIIET BHEIPUTH
CHUCTEMY MHTEJJIEKTYaJIbHOM IMOMOIIM IMPHUHATUS BpayeOHBIX PELICHUH U JOCTUYb ONTHMAJIbHOI'O
B3aMMOJIEHCTBYS IEIUATPOB U AJJIEPrOJIOrOB CO CHELMAIMCTAMHU BTOPOI'O U TPETHETO YPOBHS.

7. PazpabGoraHHas cuctema NpaBWI U CO3JaHHAs MOJEIb ISl OCYILECTBJIEHHsI OECIIOBHOI
MapuipyTU3allud ¢ [PUMEHEHHUEM CHCTEMbl IIOMOLIM HPUHATHS BpauyeOHbIX peIleHUH U
MHTEJUICKTYyaJIbHOM 00pabOTKM KIMHMYECKMX JIaHHBIX, COKpAllaeT IepuoJ] ¢ MOMEHTa IEpBBIX
NPOSIBJIICHUI aJIepruyecKux 3a00JIeBaHUM /10 MOCTAaHOBKH JMArHo3a, CTPYKTYPHUPYET U OObEAUHSET
npouecc Bepu(UKauy uarHo3a 1 MappyTU3aly MalueHTa, ONTUMU3UPYET IPOLEeCcC AajJbHeHIero
HENPEePbIBHOIO MOHUTOPUHI'A KOHTPOJIS 3a00JIeBaHUS U CBOEBPEMEHHOM KOPPEKIMH TEPAIUH.

MNPAKTUYECKHUE PEKOMEHIALIUNA

1. V npereil ¢ nposiBIeHUSMH OpPOHXOOOCTPYKIMH, OTSTOIIEHHON HACIEACTBEHHOCTBIO IIO
ajyiepruyeckuM 3a00JIeBaHUSAM, HaJUYUEM CEHCUOWIM3AlMM K Ppa3IM4HbIM ajulepreHaM, a Takke
HaJIMYMEeM KOMOpPOMJIHOW ajulepru4eckoil MaToNOrMu, HMeEeTcs BBICOKMM pPUCK peanu3alnuu
OpoHxuanbHOM acTMbl. HampaBnenue Takux JeTed K HpOQHIBHBIM CIELUAINCTaM COKpaIlaeT
BPEMEHHOU TMEpHOJ C MOMEHTa IMOSIBIEHUS NEPBbIX CHUMOTOMOB 3a00JIeBaHUS 1O YCTaHOBKH
OKOHYATEJIbHOTO INarHo3a U CBOEBPEMEHHOI'0 Ha3HAUEHUSI TEPAIIHH.

2. HabGmronenue nereii ¢ OpPOHXHAIBLHOW aCTMON B COYCTAHHH ¢ KOMOPOHIHBIMH TATOJIOTHSIMHU
(a;myiepruyeckuil  puUHHUT, aTONMMYECKUM JepMaTHT, KpPAlMBHUIA) JOJDKHO OCYLIECTBIATBCS Kak
nefMaTpaMu, TaK W ajuIeprojoraMu M JAPYTUMH CIEHUAINCTAMM HE TOJNBKO I10 OCHOBHOMY
3a00JIeBaHMIO, HO H 110 BCEM JPYTUM COITYTCTBYIOIIUM 3a00JI€BAHUSIM.

3. VY nereil ¢ penUIMBUPYIONIMMH aHTHOOTEKaMH, OTCYTCTBHEM 3(]dekra oT craHmapTHOMH
Tepaluy aHTUTUCTAMUHHBIMU MpenapaTaMy U IIIOKOKOPTUKOCTEPOUIaMHU, 0e3 CHIKEHUsS! YpOBHEH n
¢ynkunu Cl-unruburopa ¢ orcyrcrsueM u3meHenuit B rene SERPINGL B cnyuasx, He moaxoasmumx
JUTSL CTAaHJAPTHBIX AITOPUTMOB JUATHOCTHKH, JUIS OIEHKH MaTOT€HETHYECKOW 3HAYMMOCTH MyTallui 1
Oonee paHHEHl IOCTAaHOBKM JMAarHo3a CIJEAyeT IPOBOAUTH IIOJIHOTEHOMHOE CEKBEHUPOBaHHE C

IMPUMCHCHUCM 6I/IOI/IHCI)OpMaTI/I‘leCKOl"O aganusa in Silico. DTo mo3BoMUT BHECTH TaKUX [HanMCHTOB B
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dbenepaibHBIA PETUCTP JJIE CBOEBPEMEHHOT'O OKa3aHUS BCEW HEOOXOIUMOW, B COOTBETCTBUHU C
KJIMHUYECKMMH PEKOMEHIALMSIMH, TTIOMOIIH.

4. Jlna oObeaMHEHMs Ipoliecca CO3J1aHMsl 3JIEKTPOHHOTO MPOTOKOoJIa IprueMa U (OpMHUPOBAHUS
AJIEKTPOHHOI'O HAIIPAaBJIEHUs, ONTHMMM3ALMM pPAaCXOJOBaHMUs BPEMEHM, 3aTpauMBacMoOro B paMKax
pUeMa Bpaya, yBEIMYEHUS] BPEMEHU HEMTOCPEICTBEHHOI'O B3aUMO/ICHCTBHS C MALIUEHTOM, YIIyUIIEHUS
KayecTBa OKa3aHUs BpayeOHOM MOMOLIM JETSIM PEKOMEHJIOBAHO HCIOJIb30BaHUE MPEJIaraéMblX
QITOPUTMOB U OJIOK-CXEM JJIsi TIOCTAaHOBKHU IPEBAPUTEIBHOTO [JHAarHo3a M CBOEBPEMEHHOIO
HaIpaBJICHUS NAllMEHTa OT NeUaTpa K CIEUAINCTy BTOPOIO YPOBHSI.

5. Bepuduxanus nuarsHoza ¢ HCIONb30BAHHUEM CHCTEMbl IIOMOIIM MPHHITHUS BpaueOHBIX
peleHUi PUBEJET K MUHUMH3ALMKM PUCKOB OLIMOOK IPU IOCTAHOBKE JMArHO3a, a TAKKe CHU3MT
PUCKM OTCPOYEHHOM JMAarHOCTUKM BCJIEJICTBUE IIOMAJaHUs B JIATEHTHYIO 30HY MAalMEeHTa C
UMEIOIMUMCS, HO HE TMarHOCTUPOBAHHBIM 3200JIEBAaHHEM.

6. Ha mpueme y memmarpa W ayuieproyiora peKOMEHIOBAaHO MpPHUMEHEHHE pa3paboTaHHBIX
QITOPUTMOB UM OJIOK-CXEM JJIsl IMHAMMYECKOTO MOHUTOPHHIA TEUEHUs alUIePrHuecKuX 3a00JIeBaHUH,
JUISL COKpAILEHUsI CPOKA OT IOCTAHOBKM JIMArHo3a JO MOMEHTA JOCTHKEHHUS KOHTPOJI U Ha3HAUYECHHUS
aJIcKBaTHOM TEpanuy B COOTBETCTBUU C YTBEP)KICHHBIMU KIMHUYECKUMM PEKOMEHIALUSAMH, a TAKXKE
CHIDKEHHUS PHUCKOB HECBOEBPEMEHHON KOPPEKLUMH TEepanuy, TOCHUTAIM3AlMM B CTallMOHAp C
000CTpEeHNEM, B TOM YHCJIE U TSKEIbIM.

7. BHenpenue B MeIUIMHCKHE HH(OPMAIMOHHBIE CHUCTEMbl QJITOPUTMA aBTOMATHYECKOM
OecIIOBHOW MaplIpyTHU3allUd MAlMEHTOB C IMPUMEHEHMEM CHUCTEMbl HHTEJUIEKTYyallbHOM MOMOILU
OpUHATHA BpadeOHbIX pemieHud (CBuaeTenbcTBO 0 peructpauuu 6a3pl nanHeix RU 2024625780
«Co3lanre aJropuTMOB IHporecca BepUpHUKAIMK (ITOCTAHOBKH-NOJTBEPHKAECHUS) OKOHYATEIbHBIX
JIMarHO30B B O0JIaCTH aJIepruyeckux 3a0ojeBaHMi M Ipouecca OECHIOBHOW 3JIEKTPOHHOM
MapuUIpyTU3alud MalUeHTOB ¢ MoAoOHbIMH nuarHo3amu B EMUACy, 3assn. 02.11.2024; omy6u.
05.12.2024), ¢ yueToM UMEIOIIUXCS BO3MOXKHOCTEH M MOTEHIHAla MEIUIIMHCKUX HH(POPMAIIMOHHBIX
cucteM, 0e3 BHECEHHsS H3MEHEHUH B HOPMATUBHbBIE JOKYMEHTHI, DPETJIAMEHTHPYIOLIUE Ipoliecc
OCYILECTBJICHHUS MpHEMa MALMEHTOB, CO3/1aCT YCIIOBHSI CHIMKEHHUS PHCKOB, CBSI3aHHBIX C IO3HUM

BBISAABJICHUCM aJIJICPTUYCCKUX 3a00JIeBaHUM M MX HCKOHTPOJIHUPYCMBIM TCUCHUCM.



46

CIIUCOK PABOT, OITYBJIUKOBAHHBIX 1O TEME JJUCCEPTALIUN

1. OcobenHoctu Tepanuu OpOHXHATLHON acTMBI B AeTcKkoM Bo3pacte. ['enme H.A., Komocora
H.I'., lenncoBa A.P. /| Megumunckuii coser. 2015. Ne 16. C. 38-41.

2. DOd¢ddexTuBHOCT  KOMOMHHUPOBAaHHOM  Tepanmuu  OyIecOHHAOM/(OPMOTEPOIOM  TIpHU
cpemHeTsDKenol OponxuanbHOUW actme y neteil. I'emme H.A., [denmcoBa A.P., KomocoBa H.I'.,
[atamuua C.U., lenucosa B.JI. // Bonpocel npakTuueckoi neguarpuu. 2017. T. 12. Ne 1. C. 53-
58. [Scopus]

3. Tomxoxmp! k Tepanuu OpoHxuanbHON oOcTpykumu y aereil. I'emme H.A., Komocosa H.I'.,
HenucoBa A.P., Jlenucosa B./I., I'myxoBa M.B., Jluxanos A.B. // Bompochbl NpakTHYeCKOW
neauarpuu. 2018. T. 13. Ne 5. C. 68-73. [Scopus]

4. CoBpeMeHHbIE MOAXOAbl K AUATHOCTUKE U JICYCHUIO aHTHOOTEKOB B menuatpuu. JleHncona
A.P., Tlamnypa A.H. // Poccuiickmii annepronorndeckunii ;xypHaua. 2019. T. 16. Ne 2. C. 75-81.
[Scopus]

5. OcobeHHOCTH TeueHHUs: OPOHXHABHOM aCTMbI U PECIIUPATOPHOM 3a00I€BAEMOCTH Y AETE B
nepuoa maHaemMuu covid-19: pe3ynpTaThl PEeTPOCIEKTUBHOTO CPABHUTEIHHOTO HAOIIOAATEIHHOTO
uccienosanwus. Jlesuna FO.I'., Hama3oBa-bapanosa JI.C., Bumnesa E.A., Ddennuera K.E., AnexceeBa
A.A., Kanyruna B.I'., Apumosa I1.C., Bonko K.C., lenucoBa A.P. Bectauk Poccuiickoii akagemuu
meauimackux Hayk. 2020. T. 75. Ne S5. C. 455-464.

6. 3HavueHMe UWHAMBUAYAIbHOTO IUTAHA BEACHUS TAIIMEHTOB C  HACIEJACTBEHHBIMU
AQHTMOOTEKaMH BO BpeMsi O€peMEHHOCTH, B MEPHOJ JIAKTAIlMH, a TaKXe Yy HOBOPOXKICHHBIX IETEH.
boopukoBa E.H., JlenmcoBa A.P., Korommna T.C., CepmorenxkoBa C.A., ®omumua J[.C. //
Meaunuunckast ummyHoJiorus. 2020. T. 22. Ne 3. C. 577-584. [Scopus]

7. Tlomxomsl k Tepanuu Kanuis y neteit. Jlenucoa A.P. // Meauuunckuii copet. 2020. Ne 1.
C. 64-69. [Scopus]

8. CoBpeMeHHBIC MOAXOJbI K ONTHMH3AIMU TEepanuu OpPOHXHAILHOW acTMbl y JIeTeH.
HenucoBa A.P., I'enme H.A., Konocosa H.I'., [lenucoBa B./., I'pe6eneBa 1.B., Kpuenko T.A.,
I'oxuaposa A.A. // Bonpocel npakTudeckoii meguarpum. 2021. T. 16. Ne 4, C. 158-165. [Scopus]

9. OCOOEHHOCTH CTAaTUCTUYECKOTO y4eTa ajulepruueckux Ooye3Hell y neTeil Ha mpumepe T.
Mockssl. [denucoBa A.P., MamaxoB A.b., ITamnypa A.H., BummneBa E.A., Conomenko M.A.,
I'a6omeuan H.M., HamazoBa-bapanosa JI.C. // [lequaTpuueckas papmakosnorusi. 2023. T. 20. Ne 5.
C. 409-419.

10. [IpumeHenrne OMOMHPOPMATHIESCKOTO aHATH3A JJIsi MPOTHOCTUYECKON OLEHKH KIIMHUYECKOM
3HaYMMOCTH MHUCCEHC-MyTamuid reHa hs3st6 B pa3BUTHM HACIECICTBEHHOTO aHTHOOTEeKa. [leyHmkoBa
H.A., OcrankoBa 10.B., Caiitrasmuaa M.A., be6sikop A.M., [enucoBa A.P., Ilomuepnsera H.C.,
Totonsu A.A. // MequumuHckass ummyHosiorusi. 2023. T. 25. Ne 1. C. 135-154. [Scopus]



47

11. Ananu3 maTOreHHOCTH HOBOW MHCCEHC-MYTAIlMU B TeHE myof, BBISIBJICHHON y MAIIMEHTKH C
HACJICJACTBEHHBIM aHTHOOTEKOM C HOPMAaJbHBIM ypoBHeM cl-unruOutopa. IleunmkoBa H.A.,
Ocrankosa 0.B., Caiitraniuaa M.A., bebsikos A.M., lenncoBa A.P., Toronsia A.A. // TlexnaTpusi.
Kypnan um. I'.H. Cnepanckoro. 2023. T. 102. Ne 2. C. 139-146. [Scopus]

12. BO3MOXHOCTH ONITUMHU3AIMHA JUATHOCTHKHU M COBEPIICHCTBOBAHMS MAPIIPyTH3AINH JICTEH U
MOJIPOCTKOB C KpANUBHUIEH C HCIHOJIb30BAHUEM COBPEMEHHBIX HH(GOPMalMOHHO-aHAIUTUYECKUX
cucrem. [lenncoBa A.P., ['enne H.A. // Bonpocsl npakTudeckoii nemmatpun. 2023. T. 18. Ne 6. C.
144-151. [Scopus]

13. Cumnromatudeckas Tepanus kanuis y aereid. ['emme H.A., [leauncoBa A.P., [lenucosa B./[.,
Konocosa H.I'., I'pe6enena .B. // Meaunuuckuii coser. 2023. T. 17. Ne 17. C. 62-67. [Scopus]

14. Anroputmsbl ycoBepiieHcTBOBaHUSI cucteMbl EMUAC ans onTuMu3aliyd MapiipyTH3auu
HOJPOCTKOB ¢ aTomuueckuMm jaepmarutoM. JlemnmcoBa A.P. // Poccuiickuii ajsieprosioruyeckuii
skypHast. 2023. T. 20. Ne 3. C. 344-353.

15. Bepudukanuss auarHoza W MapHipyTh3anus JAeted ¢ OpOHXMAIbHOM acTMOM C
UCIIOJIb30BAaHUEM COBPEMEHHBIX BO3MOXHOCTEH MH(pOpMaIMOHHBIX cucTeMm. lenucoa A.P., I'emme
H.A., ManaxoB A.b., [enucoBa B.[., I'abomBuau H.M. // Poccuiickmii ajieprojoruvyeckuii
skypHait. 2023. T. 20. Ne 4. C. 512-520.

16. The prevalence of sensitization among school children. Vishneva E.A., Bulgakova V.A.,,
Soloshenko M.A., Efendieva K.E., Levina Yu.G., Kalugina V.G., Alekseeva A.A., Volkov K.S,,
Selimzyanova L.R., Denisova A.R., Namazova-Baranova L.S. Allergy. 2023. T. 78. Ne S111. C. 574.

17. OueHka crniekTpa ceHCUOMIM3aIHK AeTel ¢ OPOHXUAIBHON acTMOM B MOCKBE M MOCKOBCKOM
oomactu. Komocosa H.I'., JlenncoBa A.P., [lenucosa B./. / Meauuunckuii coet. 2024. T. 18. Ne
20. C. 100-105. [Scopus]

18. CBuaertenbcTBO 0 perucTpanuu 6a3bl 1aHHbIX Ne2024625780, Poccuiickas Deneparus.
Cozanue anropuTMOB TIporiecca BepuUKauu (TTOCTAHOBKU-TIOATBEPKIACHHS) OKOHUYATEIIBHBIX
JTUAarHO30B B 00JacTH aJJIepTMUecKuX 3a00JieBaHMM M TIpolecca OECIIOBHON AIIEKTPOHHOMN
MapHIpyTU3AIHMK TAIMeHTOB ¢ moq00HpIMU nuarHo3amMu B EMUAC / JlenucoBa Anuta PoGepToBHa,
laneueBa Hartanbst AnekcangpoBHa; mpaBoobOnagarens: JlenucoBa Anuta PoOeproBHa —

2024624936, 3asBn. 02.11.2024, omy6.1. 05.12.2024

CIIMCOK COKPAIIIEHU U YCJIOBHBIX OBO3HAUYEHUI
A3 annepruueckue 3a00seBaHUS
AQ aHrnooTex
AIILL aMOynaTopHO-TOTUKIMHUYECKUN IICHTP
AP anneprudeckuii pUHUT

ACT-TecT TecT 10 KOHTPOJIIO HaJl aCTMOM



48

ATI'Tl anTUTrMCTaMUHHBIN Npenapar

AT/l aTonnuecKkuil 1epMaTUT

BA 6ponxuanbpHas acTMa

I'KC rimtoKoKOpTUKOCTEPOUIBI

JUKXK nepmatosnornueckuii nuaekc kauectna sxusau (DLQI, Dermatology Life Quality Index)
EMUAC Enunas meaunuackas ”HQOpMAIIMOHHO-aHATTUTHYECKasl CUCTEMA

NI'KC uHransuuoHHble IIIIOKOKOPTUKOCTEPOUIbI

UIIIBP unHTemIeKkTyaabHas OMOILb IPUHATHS BpaueOHbIX PEeLIeHUN

KJBA kopoTtkozeicTBytomue B2-aroHUCTbI

MUC menununckas nHGOpMaLMOHHAs CUCTEMA

HAO naciencTBeHHBIE aHTHOOTEK

IT nommuo3

[TA numeBast anneprus

CIBI cunnpom nepuiura BHUMAHUS U TUIIEPAKTUBHOCTH

CIIIIBP cucrema nmomMouy NpuHATUS BpauyeOHbIX pelIeHui

TBA tsxenas OpoHxHaIbHas acTMa

OB/l pyHKLMS BHEIIHETO AbIXaHUS

OCH Nel2 ¢opma denepaibHOTO CTATUCTUIECKOTO HAOIIOICHUS

XK xpoHuueckas KparnuBHULIA

XHUK xpoHundeckas uaponaTHueckas KpalMBHULA

XCK xpoHnueckasi CHOHTaHHasi KpaluBHULIA

ADCT (Atopic Dermatitis Control Tool) - cpeacTBo KOHTPOJISI TEYSHHUS ATOIMTUYECKOTO IepMaTHTa
API npeuKTUBHBIN UHJEKC IO PA3BUTHIO ACTMBI

BAI mxana tpeBoxHoctu beka

BDI mkana nenpeccuun beka

CDC Centers for Disease Control and Prevention) CIIIA

GINA Global initiative for asthma — I'mo6anpHas HHUIMATHBA TI0 OPOHXUATBHOM acTMe
DALY disability-adjusted life-year (6pems Ha ol )KU3HH, CKOPPEKTHPOBAHHBIE T10
HETPYJI0CTIOCOOHOCTH)

IgE ummyHOTIIOOYIMH E

HOME Harmonising Outcome Measures for Eczema

mAPI MoguduInpoBaHHBIN MPETUKTUBHBIN HHICKC TI0 PA3BUTHIO aCTMBI

POEM (The Patient Oriented Eczema Measure) - [1lkana TsokecTH aTOMHYECKOTO JepMaTHTa
TNGS TapretHoe cekBeHUpOBaHUE

UAS?7 (Urticaria Activity Score 7) - uHIeKC aKTUBHOCTH KPAITHBHHUIIBI

UCT (Urticaria Control Test) - TecT KOHTpOJIsi KPAITMBHHUIIBI

WES nonHo’K30MHOE CEKBEHUPOBAaHUE

WGS nosHOreHOMHOE CEKBEHUPOBaHHE



