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OBLIASA XAPAKTEPUCTUKA PABOTBI
AKTYaJIbHOCTb TeMBbI HCCJIC0OBAHUA

Hacnencreennsiii  anrnoorék (HAO) ¢ nmedpunmrom C-umaruburopa (C1-MHI) — 310 peaxoe
NOTEHIMAJIBHO JKU3HEYrpokaroliee 3a00jeBaHHEe, KOTOPOE XapaKTepU3yeTcsl pPEeUUAUBUPYIOLIMMU
anruootékamu (AO) KOXH, CIM3UCTBIX/IOJCIU3UCTBIX O00JOYEK U  SABISETCA TIE€HETUYECKH
JETEPMUHUPOBAHHBIM.

Opnoli u3 rnaBHBIX npobiaem, kacawomuxcss HAO B Poccun m Bo BceM Mupe, SIBISETCS HU3Kas
OCBEIOMJIEHHOCTb M HACTOPOXKEHHOCTb Bpay€il B OTHOIUCHUM JAaHHOW HO30JIOTMH, IPUBOAAIIAS
K HECBOEBPEMEHHOHN TMAarHOCTHKE U HEAaIeKBaTHON Tepanuy. CI0XKHOCTh paHHEH MOCTAHOBKH AMAarHO3a
o0yCJIOBJIEHa €me ¥ MHOrooOpa3ueM KIMHUYECKUX MPOSBICHWH, M HU3KOH JIOCTYITHOCTBHIO
nuarHoctuueckux tectoB. [lo3nnsas nuarnoctuka HAO cHMkaeT KauecTBO KU3HU NMAMEHTOB, IPUBOJUT
K Ha3HAYeHHWIO HEONpaBJaHHOW  Tepanuu, IPOBEJCHUIO HEOOOCHOBAHHBIX  XUPYPIHUYECKHX
BMELIATEJIbCTB. OTO OIpPENEISeT aKTyaJlbHOCTh CO3JAHMs CIMCKAa HACTOPAKUBAIOILIMX IPU3HAKOB,
KOTOpBIE B MOCJIEAYIONIEM MOTYT ObITh BHEAPEHBI B KIIMHUYECKYIO MPAKTUKY HE TOJIBKO aJJIEProjioroB-
MMMYHOJIOI'OB, HO M Bpa4€il CMEXKHBIX CIELUATIbHOCTEM.

Eme onna mpoGnema B koHTekcTe BeneHus namueHToB ¢ HAO c medumurom C1-MHIT kacaercs
BEJICHUS MMALIMEHTOB I10CJIE TIOCTAHOBKU JHMAarHo3a: OTCYTCTBYIOT IIPEAUKTOPBI Tspkenoro teuenus HAO,
MPEIUKTOPBl pa3BUTHA KU3HEYrpokaomux AQO, OTCYTCTBYIOT KPUTEPHUHM HA3HAYEHMs JOJTOCPOYHON
npodunaktuku (JCIT) u kpuTeprn BpIOOpa KOHKPETHOM OIMIMH. BBIsSBICHHE TaKuX «KPAacHBIX ()1aroB»
MO3BOJIMIIO ObI CBOEBPEMEHHO BBISABIIATH MAIMEHTOB, B OTHOLICHHHM KOTOPBIX Y Bpauda JOJKHA OBITH
MOBBIILICHHAs! HACTOPOKEHHOCTb. B KauecTBE BO3MOXHOIO Mapkepa Tspkenoro TedeHus HAO
¢ nepunurom C1-MHI' HeckonbkuMu rpynnamMu HccieAoBaTeled paccMaTpUBAICS XapaKTep MyTaluu
B reae SERPINGI. Jlanubie nccnemoBanus ObUIM MPOBECHBI HA OTPAHMYCHHBIX BBIOOPKAX TAIMCHTOB,
KpOME TOTO, MOCKOJBbKY B Pa3HBIX HMCCIEIOBAaHUSAX HCIOJIb30BAIMCH pa3Hble U3alHbBI MCCIEIOBAHUS,
CpaBHEHHME DPE3yJIbTAaTOB HCCIENI0BaHUM M (OPMUPOBAHME OKOHYATEIbHBIX BBIBOJOB HA CETOJHSIIHUMN
JIeHb HE TpeJCTaBIsAeTCs BO3MOXKHBIM [Andrejevi¢ u ap., 2015; Bafunno u np., 2014; Bors u ap., 2013;
Grivceva-Panovska u ap., 2018; Maia u np., 2019; Speletas u np., 2015; Xu u ap., 2012; Ky3pmeHKo u
ap., 2017].

Hecmotps Ha pacmmpenue cnektpa noctynHslx mpemapatoB i JCII, moctnus KOHTpois
3aboseBaHus He ynaetcs y MHorux naruentoB ¢ HAO c nedunurom C1-MHI'. D10 00ycnoBneHo Tem,
YTO MpenapaTbl UMEIOT CYHIECTBEHHbIE HEIOCTAaTKU: MHTUOUTOPHl (QUOpHHOIM3a 00JaAa0T HHU3KOMH
3¢ beKTUBHOCTBIO, HHTHOUTOp C1-3cTepasbl, KOTOPHIH Takke MOKET ucmoib3oBarbes Off label s JICII,
TpeOyeT BHYTPMBEHHOI'O BBEACHHUS JBa pa3a B HEJENIO U HEIOCTYIIeH BO MHOTHMX PETHOHAX B CBA3H
C BBICOKOH cToMMOCThi0. Oco0Oble cinoxHOcTH BbI3biBaeT mnoabop JCII KeHIMHaM JeTOPOJHOIO

BO3pacTa, TaK KaKk Ha3HAYCHHUC UM J1aHa30J1a, OTHOCAIICTOCSA K MY>KCKHUM IIOJIOBBIM T'OPMOHAaM, KpaﬁHe
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HexenatesnbHO. B kauectBe cpencts ana JCII AO B 310l rpynme NanmueHTOB paccMaTpUBAIOTCS
nporectunbl [Ott m ap., 2007; Saule u ap., 2013], nmoka3aBmue cBOO 3(P(PEKTUBHOCTH MO JTaHHBIM
OTpaHUYEHHBIX KIMHUYECKUX HaOmo/eHuil. BHenpeHne HOBOro Meroja JIeYeHHs MO3BOJIMT CHHU3UTh
sarpatel Ha JICII 3a0oneBaHusi, CBeCTH K MHUHUMYMY KOJHYECTBO >KM3HEYIPOXKAMOIIUX aTaK
C IPUMEHEHUEM JIOPOTOCTOAIIUX CPEACTB, CHU3UTh YACTOTY MOBTOPHBIX TOCHUTAIN3ALNM, YMEHBIIUTD
YHCIIO THEH 10 JIMCTY HETPYI0CTIOCOOHOCTH, MOBBICUTH KaYECTBO KU3HU MAI[EHTOB.

Kpome toro, HecMoTpst Ha To, 4TO nepBbie KauHuueckue cirydaun HAO ¢ nedpunmurom C1-UHIT 6pu1m
onucansl B Poccun B 1988-1989 ronax [Aunapocos, [lopommna, Jlycc, 1988; Bypnamesa u ap., 1989],
K HACTOSIIIIEMY MOMEHTY CYIIECTBYIOT €IMHUYHBIC UCCICIOBAHUS HAa HEOOJBIIMX KOTOpPTaX MalUEHTOB
[bensTiOKOB M ap., 2019; I'yceBa u np., 2021; JAmutpueBa u ap., 2011; JssikonoBa u np., 2014;
Kysbmenko u nip., 2017; Jlateimesa u ap., 2018; FOpenkosa u np., 2013]. Hu ogHoro maoroaktopHoro
uccnenoBanus 6onpmon BeIOOpkH nanuentoB ¢ HAO ¢ gedpunurom C1-UHIT 3 Poccun npoBeneHo He
OBLIO.

Takum o0pazoMm, aHanu3 JAeMorpaduyeckux, KIMHUYECKUX MapaMeTpoB OONbLIONW MOMYJISIUU
nanueHToB ¢ HAO ¢ nedunurom C1-MHI, mouck nmpenukTOpoB TsDKEIOro Te4eHUs (B TOM YHCIE,
NpeauKTOpoB pa3Butus AQO KU3HEYrpOXKaloleld JIOKaIU3aluK), pa3padoTKa HACTOPAKUBAIOLIUX
npuzHakoB HAO, mnpopomkeHue TMOUCKA HOBBIX METOAOB JieueHUs (IMIPUMEHEHUE TMPOTECTUHOB
y Mmonoabix xkeHmuH ¢ HAO ¢ pedummurom C1-UHI) sBasercs akTyalbHBIM HE TOJNBKO C TMO3ULIUN

HAay4YHBbIX HCCHCHOB&HHﬁ, HO W JIA HIPAKTHYCCKOT'O 3APABOOXPAHCHH.

Crenenb pa3padOTAHHOCTH TeMbI HCCJICOBAHUSA

HecmoTtps Ha ycnexu, gocturnyteie B quarnoctuke u jedenun HAO ¢ nedunmrom C1-UHIT, mHOTHE
BONIPOCHI OCTAIOTCSI OTKPBITHIMH M TPEOYIOT JalbHEWIed pa3paOOTKH MPUKIAJAHBIX aIrOPUTMOB
C BHEIPEHHEM B TMPAKTUYECKOE 3apaBooxpaHeHue. Pazpabotanpl kputepuu auarHoctuku HAO
c nepunurom CI1-UHI, anroputm oOcienoBaHusi NAIMEHTOB, OJHAKO B HACTOsSIIEEe BpeMs He
CYIIIECTBYET chHcKa HacTopaxkuBaromux npusHakoB HAO c¢ nedpurmmrom C1-UHI, koTopslit mo3Bomun
OBl CBOEBPEMEHHO HIACHTHU(UIIMPOBATH HA MPHEME MAIMEHTOB, KOTOPHIE TOJDKHBI OBITH OOCIEOBaHBI
Ha HAO c¢ nedpunurom CI1-MHI, uTo mpuBOIUT K BBIPAKEHHOH 3a7iep)KKe MOCTAHOBKU JIMArHo3a.
OTCYTCTBYIOT TpenuKTopbl xu3Heyrpoxatommx AQO y manuentoB ¢ HAO nedunurom CI1-MHT.
HecmoTps Ha Hanmyme mmpokoro crnektpa mpemnaparoB s jedennss HAO ¢ nedurmurom C1-UHT, He

pa3paboTaHbl MPUKIIATHBIC AJITOPUTMBI JIEUCHUS TTAIUEHTOB.

Iean ncciaenoBanusi

[TpoBecTr KOMIUIEKCHBIM MHOTO(aKTOpHBIN aHanu3 nanueHToB u3 peructpa ®I'BY «'HL] UuctutyT

ummyHoziorun» ®MBA Poccumn, crpagatoninx HAO ¢ nepunurom C1-MHI, ouenuts 3¢ dexTuBHOCT 1



6e30macHOCTb MporecTHHOB B kauecTBe cpenctsa it JICIT AO y xeHuuH B Bozpacte oT 18 10 45 ner.

3agauu uccaeI10BaHus

1. U3yunth nemorpaduveckue MOKa3aTead M OCOOEHHOCTH KIMHUYECKOTO TEUYCHHS 3a00JIeBaHHUS
y naruenToB u3 peructpa ®I'bY «'HI Uuctutyt mmmynonorun»y ®MBA Poccun ¢ HAO ¢ nedururom
CI1-UHT.

2. CpaBuuts kiumHMYecKyto kaptuny HAO c¢ pepumurom C1-MHIT y manmeHTOB B3pOCIOro U
JIETCKOT'0 BO3pacTa.

3. OueHuTh JUIMTEIBHOCTh 3aJepPKKU mocTtaHoBku auarHoza HAO c nmedurmurom C1-MHIT cpemm
nanueHToB u3 peructpa ®I'BY «'HI| Uuctutyt ummynonorun» ®MBA Poccum.

4. BpisiBUTH HpeIuKTOpbl pa3BuTusi AQO BEpXHUX JbIXaTelbHbIX HyTedl y mnaunueHtoB ¢ HAO c
nepunurom C1-UHT.

5. V3yunTh npeAuKTHUBHOE 3HAUEHUE TUMa MyTanuu (Mmsrkas wiu Tspkenas) B rene SERPINGI
B IIPOrHO3MpOBaHuM crerneHu Tsbkectu TeueHuss HAO ¢ nedunurom C1-UHIT y manuenra.

6. Ouenuth >PPEKTHBHOCT, W 0€30MaCHOCTh TEpanuu mporecTiHamu y skeHmmH ¢ HAO ¢
nedunurom C1-UHI B Bo3pacte ot 18 1o 45 ner.

7. Pa3paboTarh mpakTHUeCKHWE peKOMEHAauuu Ui ontuMmusanuu auarHoctuku HAO c¢ nedunurom
C1-UHI" u ansa nedenus HAO c¢ gepunutom C1-MHI y sxenmun ot 18 mo 45 5et ¢ ucnoiab30BaHUEM

IIPOreCTUHOB.

Hayuynast HoBU3HA

Briepsrie B Poccun mpoBeieH KOMITJIEKCHBIN MHOTO(aKTOpHBINH aHanu3 6o0mbioil (N = 194) koropTsl
narueHToB ¢ HAO ¢ gedummrom C1-MHI (kak B3pocibix, Tak u JeTeil). BrepBbie monydeHbl JaHHbBIE
o ToM, uyTo 2/3 manueHnToB ¢ HAO cocTaBisoT jkeHIIMHBL. [IpoaeMOHCTpUpPOBaHO, YTO MPHUCYTCTBYET
sIBHasI TEHJECHIIMSI K COKpPALICHUIO CPOKOB IOCTAHOBKHM JUarHos3a: y MaiMeHToB B Bo3pacTte 10 30 ner
3aJlep’KKa COCTaBJIAET B cpeiHeM 7,0 JIeT, a y NalMeHTOB B Bo3pacTHOW kareropuu 30 5eT u crapiie —
22,86 rona. Briepsbie chopmynupoBansl HacTopakupatoue npusHaku HAO.

Brnepsbie BbIsABIIEHBI NpeAUKTOpBl pa3BUTU AQO KU3HEYIpOXKarolled JOKaJIW3allMd y MalMeHTOB
¢ HAO c¢ npedpunurom CI1-MHI: uwem crapuie namueHt, TeM Bbllmle puck pas3Butus AQO ropraHu
(p <0,001), mamuune AO numa W IIed B aHaMHe3e yBenuuyuBaeT puck AQ JbIXaTeJIbHBIX MyTeH
(p <0,001). BriepBbie noka3aHo, 4yTo Ha pUCK pa3BUTHs AQO BEpXHHX JbIXaTEIbHBIX MyTEeH HE BIUSCT
noJ1 nanuenta, Tun HAO, rpynna myranuu.

BriepBeie mpoBeneH aHaIM3 MPEAUKTOPHOM HEHHOCTH BBISIBICHHOM MyTallMM Ha XapakKTep TeUeHHs
3aboseBanus Ha O00JbIION BEIOOpKE poccuiickux marueHToB ¢ HAO ¢ gedunurom C1-UHI'. [lokazano,
YTO pa3/ejCHUE Ha TSOKENblE U MATKHME MYTAllMd HE IMO3BOJISIET MPOTHO3MPOBATh TSKECTh TEUEHUS U

KJIMHAYECKUMN (I)eHOTI/IH 3a00JIeBaHUs.



Brnepseie onpenenex npoueHT nauueHTos (79 %), nyxxnatomuxcs B JACII.

Brnepsble npoBeneHo uccinenoBaHue dd@exkTuBHOCTH mporecTuHOB  (Ha3BaHue 1o  ATX
Kjaccuukanuy - recrareHsl) B kadectse npenaparoB it JICII y manueHTok JeTOpOAHOro BO3pacTa
c HAO c¢ pedunurom CI-UHI. BnepBeie pa3pa®oTaH anroputM STAlmHOTO M0A0Opa TeparnuH,
MO3BOJISIOMIMK TPaBMWIIBHO BBIOpaTh Hambosiee 3(h(eKTuBHBIA npenapat y Monoabix xkeHuwH ¢ HAO

¢ nedururom C1-MHI.

TCOPGTI/I‘{GCKaﬂ U NIPpaKTUYECCKasi 3HAYUMOCTb paGOTLI

[IpumeHuTENPHO K MpoOJIeMaTHKE JUCCEPTALMU  PE3yIbTATUBHO  HCIOJB30BAH  KOMILIEKC
COBPEMEHHBIX METOJOB 0O0cienoBaHusl (KIMHHUKO-T1a00paTOpHOE, WHCTPYMEHTAIBLHOE OOCIeI0BaHuE,
COBPEMEHHBIE METOJIbl MOJIEKYJISIPHO-TEHETUYECKOI0 TECTUPOBAHMUS), KOTOPBII MO3BOJIMI pa3paboTaTh
HactopaxuBaromue npuzHaku HAO. Mx BHeapeHue B oOpa3oBaTesibHbIE IPOrpaMMBbl JIJIsl Bpadel Bcex
CMEUUANTBHOCTE W B KIMHUYECKYIO TPAKTHUKY MOXET 3HAYUTEIFHO TIOBBICUTH HACTOPOKEHHOCTH
JTOKTOPOB B OTHOIIEHUH 3TOTO PEIAKOTO 3a00JIeBaHUs U, KaK CICICTBHE, TIOAHATDH €0 BBISBISIEMOCTb.

BeisiBieHHbIE JaHHBIE 00 yTsKeNeHUM 3a00JIeBaHUs C BO3PACTOM OO0YCIIaBIMBAIOT MOTPEOHOCTD
MoUGUIMPOBATh rpaduKk AucHaHcepHOro HadmoaeHus nanueHToB ¢ HAO pa3HbIX BO3pacTHBIX IPYIIIL,
IIPOrHO3UPOBATh NOTPEOHOCTH JIEKAPCTBEHHOI'O 00ECIIEUEHUSI.

Buenpenne paspaboTaHHOro airopuTMa HasHadeHUs nporectuHoB B kadectBe J[CII manmeHTKam
¢ HAO ¢ nepuuurom C1-MHI' B Bo3pacte oT 18 m0 45 ner mo3BoiseT ONTUMHU3UPOBATh TEPAIHUIo,

YMCHBIINUTDH 6perI 00JIe3HH U YIIYUYIINUTh TOKA3aTCJIN KaY€CTBA ) KU3HU B JTaHHOM rpymme OOJIbHBIX.

MeToa0J10THSI 1 METOAbI HCCJIETOBAHUS

IIpoBeneHO PETPOCIEKTUBHOE MCCIEIOBAHUE I10 KOMILIEKCHOM aHAJIW3y NOMYJSLHH ITallMeHTOB
¢ HAO ¢ nepunmrom C1-UHI', cocrosimux B peructpe otaeneHuss ummyHonaronorun ®I'BY «['HIL
WNuctutyr nmMmyHosnorun» ®MBA Poccun, u mo aHanu3y NPOTHOCTMYECKOM LIEHHOCTH BBISBIEHHBIX
MyTallUd CpeIu NalMEHTOB DPETUCTpa B IpelackasaHuu kinHudeckoro tedeHuss HAO. Ilposeneno
OTKPBITOE IMPOCIEKTUBHOE KOTOPTHOE HAONIOAATENbHOE HCCIIEOBAHUE MO OLEHKE 3(PPEKTUBHOCTU U
Oe3omacHOCTH TmporecThHOoB B kadectBe onuuu s JICII y JKeHIIMH [eTOpOJHOTO BO3pacTa,
crpagatoux HAO ¢ nepunurom C1-UHI'. B xone BbiosHeHUs pabOTHI HCIIOIB30BaHbl TEOPETUUECKU I

aHaJIu3s, Ha6J'IIO,Z[CHI/IC " CpaBHCHUC C HOCJ'ICIIYIOH_[eﬁ CTaTUCTUYECKOM O6p8.60TKOI>'I Marcpurajia.

HOJ’IO)KGHI/IH, BbIHOCUMBIC HA 3aIIIUTY

1. B crpykrype nonynsuuu nauueHtoB ¢ HAO ¢ pepunurom C1-UHIT u3 peructpa ®I'bBY «I'HI]
Wuctutyr ummyHnonorun» ®MBA Poccum npeoOnagaroT manueHTH keHCKoro mona. Ortmeuaercs

runoauarioctuka HAO ¢ nepunurom C1-MHI, onHako cpok 3afiep>KKH MOCTAHOBKH JHMAarHO3a



y nareHToB miaame 30 3HauuTeNIbHO MEHBIIIE, YeM Y marueHToB crapiue 30 jer.

2. Puck pasButus xusHeyrpoxaomux AQO yBeIMYMBAaeTCs C BO3PAcTOM MAallMeHTa U HAIUYUEM
B anamHe3e¢ AQO JuIa W 1med, HO He uMeeT cBsi3u ¢ mnojoM manueHTta, TunoM HAO (I wim II) m
XapakTEepOM MyTallUH.

3. 'pynma mytamuu (MsArkas WM TsDKeas) HE OMpEIeNsieT TSHKECTh TEUCHHS] W KIMHUYSCKUIN
(dheHoTun 3ab0eBaHUS.

4. Tepanus nporecTUHamH siBisieTcsl 3G(GEeKTUBHBIM U 0€30MacHBIM METOJOM JICUEHHUsS IMalUueHTOK

¢ HAO c nepunmrom C1-MHI" B Bo3pacte ot 18 1o 45 ner.

CreneHb 10CTOBEPHOCTH M anipodanus pe3yJbTaTOB

Ananu3  amMOynaTOpHBIX  KapT, KOMIIBIOTEPHOM 0a3bl  KIMHHUYECKHUX, (YHKIHOHAJIBHBIX,
71a00paTOPHBIX JIAHHBIX U PE3yJIbTATOB WHCTPYMEHTAJIBHOIO OOCIENOBAHUS W HX CTaTUCTUYECKOMN
00pabOTKM BBHIMOJHEH JIMYHO aBTOPOM. BereHune KOMIBIOTEpHOH 0a3bl JaHHBIX O0OCIETOBAHHBIX
MAIMEHTOB C HACIEICTBEHHBIM aHruootekoMm ¢ aeduuurom C1-MHI ocymecTBisinock auaHo MaHTO
Wpunoil AJekcaHIpOBHOM B COOTBETCTBMM C (DAaKTUUECKUMHM JAHHBIMHU, JAaTOM MPOBEIEHHOIO
uccienoBanus. ABTOpP IIPOBEN CTATUCTUYECKUI aHAJIN3 IOJYYEHHBIX PE3YJIbTATOB C HUCIOJb30BAHUEM
COBPEMEHHBIX METOJIOB CTaTUCTHYECKOW 00pabOTKHM maHHBIX. llepBuuHas TOKYMEHTALUsI CONEPIKUT
010K HGOPMAITUH O TIPOBEIACHUH 00padOTKH U(POBOrO MaTepraia METOJaMH CTATUCTHKH.

JlokymeHTanust opopmiieHa MPaBUIIbHO, PE3yJIbTaThl UCCIIEAOBAaHUM, MPUBEIEHHBIE B JHUCCEpPTAlMH,

IO PEruCTpaluOHHBIM JOKYMCHTAM IMOJIHOCTBIO COOTBETCTBYIOT 06’beMy BBIIIOJIHEHHBIX HCCJIEIOBaHUM.

AnpoOanusi pe3yJibTaTOB AUCCEPTALNHA

Anpobariisi MaTepuaioB IUCCEPTAIlMU MPOBeaeHa Ha 3aceaannu cekiuu Ne 3 Yuenoro coseta ®I'BY
«HL] Wuctutyr ummynonorum» ®MBA Poccun 29.04.2022 roma (mporokon Ne 2, cexims Ne 3).
Marepuanbl JUCCepPTallMOHHOM paboOThl OBLIM J10JIOKEHBI W 00cykaeHbl Ha: XIV MexayHapoaHoMm
KoHrpecce «CoBpeMeHHble MNpoOIeMbl HMMYHOJOIMH, QJIEProJOIMU M HMMMYHO(papMaKOJIOTHN
(r. MockBa, Poccusi, 22-24 wmapra 2017 roma); €KEroaHOM MEXIUCIUILTHHAPHOM KOHIpEcce IO
aJIeprojiornd U uMMyHosorun (r. MockBa, Poccusi, 22-24 mas 2019 roma); 16-m MexyHapoHOM
MEXIUCIUIUTMHAPHOM KOHIpecce M0 aJljIeproyiornu u ummyHosioruu (r. Mocksa, Poccust, 24-27 urons
2020 rona); 17-m MexyHapoJHOM MEXAUCHUIUIMHAPHOM KOHTpecce MO ajlIeproJIorud ¥ UMMYHOJIOTHH
(r. MockBa, Poccus, 23-25 wurons 2021 roma); EAACI hybrid congress 2021 (r. Maapun-Kpakos,
10-12 urons 2021 rona).

BHeapeHnue B IpakTUKY

P C3YJIbTAThI UCCICIOBAHUA U paSpa6OTaHHBIC CXEMbI TCpallMu BHCAPCHBI B KIIMHUYCCKYIO MPAKTHKY



B otaeneHussx ®I'BY «'HL Uucturyr ummynonorun» ®MBA Poccun u ObutM MCIIONB30BaHbI MpU
co3nanun DenepanbHBIX KIMHUYECKUX PEKOMEHJAIMil MO JMAarHOCTUKE U JICYEHUIO OOJbHBIX
C HACJICICTBEHHBIM aHTHOOTEKOM (yTBepkaeHbl mpesunuymom PAAKU u omobpensr MuHUCTEPCTBOM
3npaBooxpanenust Poccuiickoit ®@eneparuu B 2020 rogy), KOTOpbIe CIIy>)KaT OCHOBOM Jisi BBIPAOOTKU
ONTUMAIBHOM TaKTUKH BeJleHus nanueHToB ¢ HAO kak aiis Bpauel aJijieprojaoroB-uMMYHOJIOTOB, TaK U
JUIS Bpadeil CMEeXHBIX JUCHUUIUIMH BCeX ypoBHEH. Pe3ynbTaThl mcciieoBaHMsl BHEIPEHBI B JeUeOHBIN
npouecc KIMHUKU OI'BY «'HI Uuctutytr nmmynonorun»y ®MBA Poccun. Pe3ynbrarsl nccieoBaHus
HCIOJIB3YIOTCS Uil OOY4YEeHMsI CTYAEHTOB, Bpayeil-MHTEPHOB, OPIMHATOPOB, ACIHUPAHTOB M Bpayeil
aJIJIEProJIOrOB-UMMYHOJIOTOB Ha Kypcax TEMaTHYeCKOIO YCOBEPUIEHCTBOBAHMUS M IMOCTIUIIIIOMHOTO

oOpa3oBaHus.
CooTBeTcTBHE TUCCEPTANUM MACTOPTY HAYYHOH CIENUATBHOCTH

Hucceptamusi COOTBETCTBYET Tacmopty Hay4yHoil cnenuanbHocTu: 14.03.09 — Kimauueckas
MMMYHOJIOTHS, ajuieprosiorus. Pe3ynabTarbl NpoBeAEHHOIO MCCIEAOBAHUS COOTBETCTBYIOT 00JIaCTH
uccinenoBanus «Pa3paboTka U yCOBEpIICHCTBOBAHHE METOJIOB TUArHOCTUKH, JIEYCHUS U MPOPUITAKTHKI

AIJIEPTUYECKUX U UMMYHOMATOJIOTHYECKHUX MPOIIECCOBY» JIAHHOM CIIeUaTbHOCTH.
IIy0aukanum no Teme quccepTanun

[To pesynbraTaM HCCIEIOBAHUS ABTOPOM OIYOJUKOBAaHO 8 HAay4HBIX padoT (o0mmM 0O0beMOM
62 cTpaHuIbl), B TOM 4YHCIE: 3 OpUTMHAJIBHBIE CTAaTbU B KypHaie, BKIOYeHHOM B IlepeueHn
pelieH3upyeMbIX HayuHbIX n3nanuii CeueHoBckoro YHusepcurera/ [lepeuens BAK npun Muno6pHayku
Poccun, B KOTOPBIX TOJDKHBI OBITH OITyOJMKOBAaHBI OCHOBHBIC HAYYHBIC PE3YJIbTAThl AMCCEPTAIi Ha
COMCKaHHe YYeHOH CTENeHH KaHJuIaTa HayK, U, KpOME TOrO, HHISKCHPYEMOM B MEXIyHApOJHOHN Oaze
Scopus; 1o030pHast cratks B OKypHaJe, HWHACKCHPYEMOM B MEXKIYHApOJHBIX 0Oa3zax Scopus,
Web of Science u PubMed; 2 opurnHanbHbIe CTaThl B MHBIX JKypHalaX; 2 MyOJHKalMd B COOpHHKAX

MaTepUajoB 3apyOeKHBIX HAYYHBIX KOH(EPEHIUH.
CTpykTypa u 00beM auccepTanuu

Juccepranus mocTpoeHa MO TPaJULIMOHHOMY INPUHIUIY B MOHOrpaUyecKoM CTHJIE, U3JIOKEeHa
Ha 128 cTpaHuIaX MEYaTHOrO TEKCTa U COCTOUT M3 BBEJCHMUS, IJIaB, MOCBAIEHHBIX 0030pY JIUTEPATYpHI,
MaTepHuajiaM 1 MeToJaM, pe3ybTaTtaM HCCIeI0OBaHU; a TaKXKe U3 00CYKICHNUs, 3aKII0UEHUs, BHIBOJIOB U
CIHMCKa MHCIOJNb30BaHHOM JnuTeparypel. Pabora comepxur 21 Tabmuny u 14 puUCYHKOB.
bubmmorpaduyecknii ykazarenp BKIfO4aeT 177 WCTOYHWMKOB, W3 HHUX 24 OTEUECTBEHHBIX W 153 —

3apyOeKHBIX.



OCHOBHOE COAEPKAHME PABOTbI
Marepuajbl M1 MeTOAbI

Pa6ota BeimonHeHna Ha 6aze ®I'BY «I'HL[ MuctuTtyr mMmmynonorun» ®MBA Poccum (mupextop
uneH-koppecnonieHT PAH, nokxtop MeauumHckux Hayk, mpodeccop XautoB M. P.) B ornenenun
MMMYHOIIATOJIOTHH  (3aBEAYIOIIas  OTJACJIEHHEM  JIOKTOp  MEAMLIMHCKUX  HayK, mpodeccop
JlateimeBa T. B.) B mepuon ¢ 2016 mo 2021 rox.

B wuccnenoBanue Obuto BkIOUeHO 194 mamumenta C guarHozom HAO ¢ aedunurom CI1-UHT,
MOJITBEPK/ICHHBIM B COOTBETCTBHM C NMPUHATHIMH CTaHAApPTaMHU JUArHOCTUKH [Agostoni u np., 2004;
Maurer u 1p., 2018], u3 124 MyapTUITHUUECKHUX HEPOJICTBEHHBIX POCCUNCKUX CEMEN.

Jis cOopa MHPOpMALMU BpauoM-HCCIIEI0BaTENIEM 110 KaX/I0MY MMalMeHTy Oblja pa3paboTaHa aHKeTa-
ONpOCHHK, on00penHast B JlokampHoM 3THueckoM komutere (JIDK). AHkeTa 3amonHsiach BpauoM Ha
OCHOBAHUU JIaHHBIX aMOYJIaTOPHBIX KapT.

Jlisi OLleHKM CTeNeHHM TSDKECTH 3a00JieBaHMsA y MAIMEHTOB HCHONb30Baiach Imkama Bygum 2011
[Bygum u np., 2011].

B uccnenoBanue 1no momcky CBsSI3M MEXJy F€HOTUIIOM M ()EHOTUIIOM ObUIO BKIJIFOYEHO 144 manumeHra
u3 92 cemeit ¢ HAO ¢ pepummurom CI1-MHI. B 3Ty uwacte uccienoBaHus ObUIM BKIIOYEHBI TOJBKO TE
namueHTsl ¢ HAO ¢ nepummrom C1-UHI™ u3 nepBu4HOi BEIOOPKH MAIIMEHTOB, Y KOTOPHIX ObLIA BBISBICHA
mytanus B rene SERPINGI1, koTopas siBisiiach MaTOreHHOM WJIM BEPOSITHO MAaTOT€HHON (TOJIBKO B Cilyyae
HaJIMYUsl CEMEMHOro aHaMHe3a TMAIMEeHThl C BEPOSTHO MATOr€HHOM MyTanueld BKIIOYATUCh B
HCCIIEIOBAaHUE) B COOTBETCTBHUHU C MPUHATHIMU KpuTepusimu [Richards u ap., 2015].

Bce BbIsABIIEHHBIE MyTallMu OBLIM TOJENEHBI HA J1Ba (DYHKIMOHAIbHBIX THUIA: TSKEIbIE U MATKHE
(rabmuna 1) [Andrejevi¢ u np., 2015]. Bbin mpoBeneH MOUCK CBS3M MEXAY TPYIINOA MyTallud U

pa3NUYHBIMM KIMHHYeCKUMH napameTpamu tedenus HAO ¢ nedpunmrom C1-UHI.

Ta6auna 1 — Pacnipenenenne myramuii B rene SERPING1 o rpynmam

KonnuectBo
MAIEHTOB Tern/
T ma BapuaaTtel myTanuii C KJIMHUYECKUMHU
pyn p yrad ( B3pOCIIbIC
CUMIITOMaMH
3a00JieBaHuUs)
Tspxenble | HOHCEHC-MYTaIH 106 18/88

nedeKThl CAiTOB CIUIaliCHHTa

MyTallld, IPUBOJSIINE K CIBUTY PAMKHU CUHUTHIBAHUS
KpYIIHBIE JIENEUH

MUCCEHC-MyTanus B no3unuu Arg466
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Iponoskenue Tadauupl 1 — Pacripenenenue myranuit B rene SERPING1 no rpynnam

KomnuectBo
MAIUEHTOB
I'pynna BapuanTte! myTanuit (c KIIMHUYECKUMU fleru/
CUMITOMaMU B3pOCiIbIe
3a00JIeBaHuU)
Msrkue | mucceHc-mytanuu rena SERPING1 (kpome muccenc- 25 0/25
MyTaIliH, IPUBOASIICH K 3aMeHe Arg466)
MYTAaIllH, U3MEHSIOMINE AIHHY OelKa B paMKe
CUMUTHIBAHUS

B uccnenoanune JCII mporectiHamMu y >KEHIIUH BKIIOYANUCh manueHTel ¢ HAO ¢ medunurom
C1-UHI" u3 nepBuyHON BBIOOPKHM, KOTOPHIM ObLIa Ha3HA4eHa AaHHas Tepanus. KpuTepuu BKIIOUCHHS:
ycranoBieHHbl nuario3 HAO ¢ pedpunurom C1-UHI'; xenckuii mous; Bo3pacT mauueHTKd oT 18 mo
45 ner; He meHee onHoro AO B Mecsll 000 JOKanu3aluyd B MEpUO A0 Hayala Tepamuu; COrjiacue
MalMeHTKU HCIOJb30BaTh mporectuHbl B KadectBe JICII; orcyTcTBHE NpOTHMBOMOKA3aHUM IS
Ha3HA4YCHHS IPOTECTUHOB MO 3aKIIOYEHUIO0 THHEKOJIOTa.

Ouenka 3¢p¢GeKTUBHOCTH U OE30MACHOCTH MPOBOAMIACH MPOCHEKTUBHO HAa OCHOBAaHUM JIaHHBIX,
MOJIYYEHHBIX BpadyOM-UCCIIEIOBATeNeM MIPH Kypalluu ManueHTku. B kadectBe kputepus 3hpexTuBHOCTH
ObUTa BBIOpaHa wyacTtoTa peruanBoB AO, KOTOpasi OIICHMBANACh JIO Hadala Tepanuu U Ha (OHE MmpuemMa
mpenapara W3 Tpymnmnbl nporecTuHoB. C  1ENbI0  OIEHKH O€30MacHOCTH  (PUKCHPOBAIHCH BCE
HeKeNlaTeNbHbIE SIBIeHUS Ha (JOHE Teparuy MPOreCTUHAMHU.

Bbl1 BBINOJIHEH OMUCATENbHBIM M CPaBHUTENbHBIM CTATUCTUYECKUN aHAIW3 JAHHBIX, PE3YIbTaThl
MpEeACTaBICHbl B BHUIE CBOAHBIX Tabmui u rpaduxoB. JlaHHBIE OBUIM OIEHEHBI C TOMOIIBIO
MPOTPAMMHOTO OOECTIEUeHHS ISl CTATUCTUYECKON 00paboTku nmaHHbIX, BKItoyas IBM SPSS Statistics,
MS Excel. [Ipu cpaBHHTETFHOM aHANIM3€ UCIOIB30BAIKNCH HEMapaMeTpuieckue MeToabl. s mpoBepku
TUIIOTE3 O HAIMYUU KOPPEISUMU UCHonb30oBajics kputepuit Crnupmena. [ns mpoBepkH THUIIOTE3bI
KOJIMYECTBEHHBIX JaHHBIX UCTONb30Bajcs U-kputepuit ManHa-YuUTHU. AHaIU3 HOMHUHATHUBHBIX JTaHHBIX
MPOBOJMUJICA C TOMOUIBIO aHAIN3a CONPSKEHHOCTH, UCIOJNB3Yys KpuTepui xu-kBanpar [lupcona. [Ins
TAOIUI] COMPSHKEHHOCTH 2 X 2 ¢ MAJILIMHU YHCTIaMU UCTIOIB30BAJICS TOUHBIN KpuTepuit @uiiepa. Paznuna

CUMTaNlaCh CTAaTUCTUYECKU 3HaUMMOi mipu p < 0,05.

Pe3yJII>TaTI>I HCCJICJOBAHHUA U UX 06cymz[elme

B perpocnekTuBHOE HccCIeIOBaHUE MO KOMIUIEKCHOM aHalIu3y Momyisiuu mnanueHtoB ¢ HAO
¢ nepururom C1-MHI', coctosmmx B peructpe ornenenuss ummynonaronorun ®I'bY «'HL[ Uuctutyt
ummyHosorun» ®MBA Poccuu, 6bu10 BritodeHo 194 nanuenTta. XapakTepuCTHKa KOTOPTHI MAI[UEHTOB

oTpakeHa B TabuIe 2.
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Tabnuua 2 — DnuaeMuonoruueckue nanubie manueHToB ¢ HAO ¢ nepummurom C1-UHI (n = 194)

[Toka3aTenb 3HaueHue
KonuyectBo marueHToB (N) 194
Cembu (n) 125
[TanmenTs! HA AOKIMHMYECKOU cTtamuu (%) 7%
HAO I tuna (%) 89 %
HAO 11 tuna (%) 11%
Myxckoro nofa (%) 30 %
XKenckoro nona (%) 70 %
Cpennuii Bo3pact (Jier) 35+17
Cemeiinbiit anamues (%) 74 %
CwmepTtsb ponctBeHHuka ot AO ropranu (%) 22 %

Y 86 % (155 u3 181 nammeHTa) manyueHTOB AEOOT 3a00JCBaHKS NMPUXOIUTCS HA TICPBBIC JBE JCKAJIbI
KHU3HU (CPEIHUIA BO3PACT MOSBJICHUS MEPBBIX CUMOTOMOB — 11 £ 9 sieT). V ocTanbHBIX MAIMEHTOB MEPBbIC
CUMNTOMBI 3a00J€BaHMsl MaHHU(ECTHPOBAIM B pasHOE Bpems, BILUIOTH A0 S50 ner. M3ommpoBaHHBIHM
nepudepuuecknii AO  Obul  cTaproBbiM cumnToMoM Yy 103 mammentoB (56,9 %); u30IMpoOBaHHAS
abnomuHainbHas ataka — y 57 mauuentoB (31,5 %), oba cumnroma — y 19 mamuenros (10,5 %), y nByx
narmeHToB (1,1 %) 3aboneBanue manudectrponaino ¢ AO BEpXHUX JbIXaTEIbHbIX MTyTEH.

Haubonee yacro Habmonaembie cumnromsl y nanueHToB ¢ HAO ¢ nepuumtom C1-UHI npencrasiensl
B Tabiuie 3. HeoOocHOBaHHBIE XMpPYpPrUUECKHWEe BMeEIIATENbCTBa ObUTH TpoBeneHbl 20 % mNalueHToB,

4% NMaOUEHTOB IMCPECHECIIN TPAXCOCTOMHUIO W/ KOHUKOTOMHUIO XOTS ObI OJHWH pa3 B JXU3HU.

Tabmuia 3 — Haubosnee yacteie KIMHIMYECKHE TposiieHus (N = 181)

KonnuecTtBo 0
[Ipu3nak Y0 MallueHTOB

MAICHTOB
[Tepudepraeckue AO 177 98 %
AO nmuna u men 156 86 %
AO ropranu 89 49 %
AOIOMUHAILHBIE aTaKH 156 86 %
MapruHnanbHas spurema 31 17 %
[Tepudepuyeckne AO u abOMUHAIBHBIE aTAKH 152 84 %
[Tepugepuueckre AO u AO BepXHHUX JbIXaTeIbHBIX MyTeH 87 45 %
[Tepudepuueckue AO, abnomuHanbHble aTaku U AO BEpXHUX 80 41 %
JIbIXaTeNNbHBIX MyTe (MOoIHas TPUaia CUMIITOMOB)
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Cpennsisi  3aiepKKa IMOCTAaHOBKM  JWarfHo3a (YYUTHIBAINCh JAHHBIE TOJBKO  IAIIMEHTOB
C KIIMHUYECKUMH TposiBieHus M) — 17,5+ 11,24 ner. Ilpu sTtomM cpennsiss 3aaepikKKa IMMOCTaHOBKH
JMarHo3a y naiueHToB B Bo3pacte 10 30 yet cocraBuia 7,6 JeT, a y MallMEHTOB B BO3PACTHOM KaTeropuu
30 net u crapme — 22,86 roga. OT™Meuaercs 3HaUUTENbHAS KOPPEISIMSA MEXy BO3PACTOM HAalMEHTa U
3aJIep’KKOM TOCTAHOBKHU JMArHo3a (4eM cTaplie marueHT, TeM 0ombIie 3anepxkka): IS = 0,689, p < 0,001.

C uenbro BeISBICHUS MPeAUKTOpoB Tspkenoro tedeHuss HAO ¢ nedpunurom C1-MHIT Mbl nccnenoaiu
BO3pacT MAlUEHTOB (HAa MOMEHT BKIIOYEHHUS B HCCIIEIOBaHHE) B KaueCTBE BO3MOKHOTO (akTopa,
Moaudumpyromero 6onae3Hb. BeIsSBIeHA cleayronas 3aKOHOMEPHOCTh: YeM CTapIlIe MalMeHT, TEM JaIe
Bcrpevarorcss AO ropranu (p < 0,001, U-xpurepuit Manna-Yutau), AO nmuna u meu (p < 0,001,
U-kputepuiit Manna-Yutan), abnomunaneubie ataku (P = 0,031, U-kputepuit ManHa-YUTHH).

YuuteiBas, yTo npuuuHON cmeptu y mamueHtoB ¢ HAO c¢ pedumurom CI1-UHI sBastorcs AO
TOPTaHW, MBI TPOBEIH OTACIBHBIA IMOWUCK BO3MOXHBIX MPEIUKTOPOB (KpOME BO3pacTa IAIMeHTA)
pa3BHUTHS TAHHOTO cocTosiHMS. [Ipu mcciienoBannyu HamTU4us CBS3U Mexay AO BEpXHHX IbIXATEIbHBIX
nyTed ¥ pa3iuuHbIMH JeMOrpaUuecKUMU M KIMHUYECKUMH I0Ka3aTeas MU ObLIO JOIMOJHUTEIBHO
BBISIBJICHO HAIM4ME CBSI3M MEXIy (hakToM Hamuuust AO BepXHHUX AbIXAaTEIbHBIX MyTeH M HATUYUEM B
anamue3e AO nuia 1 meu 1 abJIOMUHAIIBHBIX aTak (Tadmuna 4).

Tabmuua 4 — Cesizsb AO BEepXHHX JbIXaTEeIBHBIX MyTEH C IeMOrpadUuIecKUMHU M KIMHHYECKUMHU
HoKa3aTesIMU

Hemorpaduyeckuii Wi KITHHUYECKHMA P
MMOKa3aTeihb

Tun HAO 0,769!
[Ton 0,7381
AO nuua v meu B aHaMHe3¢€ < 0,001!
AOIOMUHANBHBIE aTAK B aHAMHE3E < 0,001t
MapruHanabpHas SpuTeMa 0,137*
Bozpact nanuenTa < 0,0012
Boszpact nosiBineHus nepBbIx CMUMITOMOB 0,3992
! Xu-kBagpat; 2 U-kputepuit Manna-Yutnu

JInsg TOro, YTOOBI CHU3UTH BEPOSTHOCTh TONYYEHHS JIOKHBIX pE3yJbTaTOB W3-332 BIIHMSHUS
BO3pacTHOTrO (pakropa (YUUTHIBAsI, YTO MbI BBISBIJIM HAJMUYUE 3HAYMMOM CBSI3M MEXTy Bo3pacToM u AO
BEPXHHUX JIBIXATENbHBIX ITyTEH, JIUIa U IIeH, a0IOMUHATILHBIMUA aTaKaMU B aHAMHE3€) U BbIIBUTH, KaKUe
U3 OTUX [apaMeTpoB JICHCTBUTEIBHO SIBISIOTCS mpeaukropamu pa3Butus AO, MBI NPOBEIH
JOTIOTHUTEbHBIA aHaM3 ¢ MoMouIblo HH(popMarmoHHOTO Kputepust Akaumke [Akaike, 1974]. Mer
MOCTPOWJIM OMHOMHUANIBHYIO MOJICTIh Ha OCHOBE IMPE/IOJIaraeMbIX BIIMSIONIMX MapaMeTpPOB: BO3PAcTa,

Hanuuus abnoMuHanbHBIX atak U AO mmuna u meu. [Ipu aHanuze oOHApYX€HO, UYTO BIHUSHUE
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a0TOMUHAITLHBIX aTaK HE SIBISETCS CTaTUCTUYECKH 3HAYMMBIM Ha ypoBHE 95 %. Takum oOpas3oMm, Ha
yYBEJIMUEHUE BEPOSITHOCTH MosiBieHus AO ropranu BiMsEeT BO3pacT (YeM BBIIIE BO3pPACT, TEM BBIIIE
BEpPOSITHOCTH), a Takxke Hamuuue AO nuna u meu (ecau takue AO yxe ectb, BeposTHOCTh AO ropranu
BBIIIIC).

[Ipu crparudukammu ucCCIeAyeMOM TPYIIBI MAIMEHTOB HAa BO3PACTHBIC TPYIIBI OTMEUYACTCS
3HAYUTENIBHO 0O0Jblllee KOJUYECTBO MAI[MEHTOB, MEepeHeciIuX XOTs Obl ogHaxasl AO ropranu B Ooiee

CTapIIUX BO3PACTHBIX rpymmax, yeM B mutaamux (p < 0,001) (pucysok 1).

0-17 Ml 5%
1829 |GGG 402
s0-44 N 54
4550 [ ¢ 1°-
crapwe 60 | 79 %

BospacTHas % NaLMEeHTOB, y KOTOPbIX 6bian AD ropTaHu B aHamHese
rpynna

Pucynox 1 — Hanmmune AO ropranu y naliMeHTOB B Pa3HbIX BO3PACTHBIX IPyTIax

MBsI TaKkke MpoBeNy aHau3 (PaKTOPOB, BIUSIOUIMX Ha MPUHATHE PELICHUS O Ha3HAYEHUHU MPErapaToB
g JICIL. Ilanuentam, y KoTopbIX B aHaMmHe3e ecTb AQ JMIa, 3HAUYUTENBHO 4Yalle Ha3HAYaIUCh
npenaparel s JICIT (p = 0,02). Ananornuno minst AO BepxHux nwixarenbHbiXx myteit (p = 0,015,
Xwu-kBagpar [lupcona) u abnomunanbubix atak (P = 0,012, Xu-kBagpar [lupcona)

Cpennuil BO3pacT MalUMEHTOB, KOTOPbIE XOTsA Obl HEMPOJOKUTENbHBIA NEpHOJ YK€ NPUHUMAIH
npenapatsl g JICIT (40,1 rona), 3HAUUTETHHO BBINIE CPEJIHEr0 BO3pAcTa TE€X MAllMEHTOB, KOTOpbIE
He umenu takoro ombita (25,1 roxa) (p < 0,001, U-kputepuii Manuna-Yurtau) [ManTo u ap., 2022].

CpaBHUTENBHBIA aHATHN3 PA3THMYHBIX acliekToB TeueHus 3adoneBanuss HAO ¢ nedpumurom C1-UHI B

rpymnmnax JeTei ¥ B3pOoCIbIX MpeACTaBieH B Ta0IuUIE 5.

Tabmuma 5 — CpaBHenue teuenus 3ad6oneBanust HAO ¢ nepuuutom C1-MHI B rpynmax nereit u B3pocibIx

IIpusnaxk Hetn Bspocieie P

KonuuectBo manueHTOB (N) 31 163

Cpenuuii Bo3pact (JieT) 10,8 +4,4 40,0+ 14,6
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[Mponomxenue Tadbmuibr 5

ITpusnax Hetn B3spocieie P

KosngecTBO ManuenToB ¢ KIMHUYECKUMU 20 (65 %) 161 (99 %) <0,001%
nposiieHusmu (N/%)

;%ZIJ[IIZI;I; If;;?i;)(bnxcaunn NEPBBIX CHMIITOMOB 434302 1234877 < 0,0012
Cpennsis 3aiep)KKa B TOCTAHOBKH JMarHo3a (JeT) 3+34 19+ 13 < 0,0012
[Tepudepuyeckne AO 100 % 98 % 1,0t
AOOMUHAIBHBIE aTAKU 65 % 89 % 0,09!
AO nmuua u meu 50 % 73 % 0,661
AO BepXHHX JbIXaTEIbHBIX MTyTEH 5% 55 % < 0,0011
MaprunaiibHas 3puTeMa 15% 17 % 1,0
JCIT 35 % 84 % <0,001!
Bygum 2011 6 7 0,052

! rounsrii Tect ®umepa; 2 U-kpurepuii Manna-Yutan

Takum 00pa3oMm, y B3pOCIBIX MAlMEHTOB OTMEYAETCs 3HAYUTENILHO OoJiee TsKENOoe TeueHUe
3a00JIeBaHUs 110 CpaBHEHHIO ¢ AeTbMU (p = 0,05) [ManTo u ap., 2022].

CpaBHUTENBHBIN aHAIW3 PA3IMYHBIX acleKToB TeueHus 3adoneBanus HAO ¢ mepunurom Cl-MHI
B IpyIIax MaleHTOB MYKCKOTO M >KEHCKOIO Iojla He MPOJEeMOHCTPUPOBAl CTATUCTUYECKH 3HAUYUMBIX
paznuunii [ManTo u np., 2022].

B uccnenyemoii rpynme y 144 nanuentoB u3 92 cemeil unentuduuuposana 71 paziauuHas MyTanus,
BCE MYTalMd B Te€TEPO3UTOTHOM cocTosHUU. 50 Mmytaumii (70 %) ObUIM OTHECEHBI K TSKEIBIM,
21 myranus (30 %) — k MarkuM myTaism (tadauia 1). B omHO#M ceMbe, COCTOSINEH U3 ABYX MAIUCHTOB,
OBbUIO BBISIBIIEHO HOCUTEIHCTBO OJHOBPEMEHHO JBYX NPUYMHHO-3HAUUMBIX 1711 HAO Muccenc-myranmii
(c.971T>A m c¢.998C>A) Ha omHOW XpoMocoMe. VYKa3aHHbIE MyTallMkd B JaHHOW paboTte
KkiaccuUIMpoBaHbl Kak Msrkue. Yaie Bcero MyTalliM BCTpedaluch B 3k30He 8 (27 %), sk30He 3
(17 %), sx30me 7 (14 %), sx30He 5 (13 %).

C 1enpio OLEHKH MOTEHIMAIBHOMN JIETANBHOCTH TSHKEJIBIX M MATKUX MYTallMid Mbl IIPOAHAIU3UPOBAIH
JUTSL KOKJIOM OTIEThHON MyTallMy HaJW4He XOTs Obl OJTHOTO M3BECTHOTO CMEpTeNbHOro ciydas ot AO
TOpTaHHu, XOTs ObI B OJTHOM ceMbe ¢ TakoW MmyTaruen. Beero mpu 19 myrtanmsx Ob11 3aUKCUPOBAH XOTS
ObI OJTMH JIeTaNbHbIA Hcxo . OnHaKo He ObUIO MOATBEPXKACHO HAIWYMS CBS3U MEXKy TPYNION MyTaluu
¥ BO3MOXKHOCTBIO JIeTajbHOTro ucxozaa (p = 0,776, Tounsiii Tect @uiiepa).

U3 144 nmauueHTOB, BKIIOYEHHBIX B HccienoBaHue, y 113 maumentoB (78 %) ObLIM BbISBICHBI
TsDKeNble MyTalud, a 'y 31 nanuenra (22 %) — msarkue. B uccienoBanue ObUTH BKITIOYEHBI KaK B3POCIIbIC

narreHTsl — 115 (80 %), Tak u metu — 29 uenosek (20 %). Bospinyro 4acTh OMUCHIBAEMON BBIOOPKH
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COCTABHJIM TMAIUCHTHI ¢ KIIMHUYECKUMU MposiBicHusAMU 3a0oneBanust — 131 (91 %). 13 u3 BKIFOUCHHBIX
nanueHToB (9 %) He uMenM KIMHUYECKHX TMpOSIBICHUN 3a00JeBaHHs NpPU HAIWYUHM BbISIBICHHON
MyTallud, BCE€ OHHU SBISUIMNCH POJCTBEHHHMKAMU MAllMEHTOB C MOJATBEPKIEHHBIM 1uarnozom HAO
¢ nepuniurom C1-MHI (moxnuHWYECKass CTaaus NPHU BBISIBICHHON MyTanuu). Takux MamueHTOB OBLIO
3HaynTenbHo Oonbmie (P = 0,024, Xu-kBagpar Ilupcona) B rpymnmne HamueHTOB C MSATKUMHU MYTaIUsIMH
(19,3 %), yem B rpymie ¢ TsOKenbIMA MyTamusamu (6,2 %). boaee Toro, cpeay ManUEHTOB ¢ MATKHMH
MyTallUSIMH BCE BKJIIOYECHHBIE JE€TU OBbLIM Ha JTOKIMHUYECKOHM CTaauu 3a00JeBaHUs, U CPEIU B3POCIBIX
OBLIO J1Ba MAIIMEHTA, Y KOTOPBIX eIle He pou3omen Ae0roT 3aboseBanus. [lanmeHTs Ha JOKITMHIYECKON
cTaguu 3a00JeBaHus ObUTM MCKIIOYCHBI U3 JaJIbHEHIIET0 UCCIeIOBAHNUS, XapaKTEPUCTHKH MAIlIEHTOB C

KIMHUYCCKUMHU CUMIITOMaMH IIPpEACTaBJICHbI B Ta6J'II/IHe 6.

Tabnuma 6 — CpaBHeHue geMorpadudeckux mapamerpos y namuerToB ¢ HAO ¢ nepumurom C1-MHI
C TSDKEJIBIMU U MSTKUMH MyTanusmu B rene SERPING1

Tsoxensie Msrkue
Bce nmamuenTsl P

MYyTaluu MYyTaluu
Bcero 131 106 25
B3pocnsie 113 83 % 100 %
Jetn 18 17 % 0% 0,023!
MyKCKOH 10T 33 26 % 20 %
JKenckuii o 98 74 % 80 % 0,614%
I Tun 116 88 % 92 % 0,735!
II Tum 15 12 % 8 %
CeMelHOro aHAMHE3a HeT 36 25 % 40 % 0,138!
CeMeitHBIN aHAMHE3 €CTh 95 75 % 60 %
Cpennuii BO3pacT NalueHTOB HA MOMEHT 34,76 34,46 36,00 0,6972
HCCIIEIOBAHMUS (JIET)
! Xu-xBanpar; > U-kpurepuii Manna-Yutuu

IIpu mpoBepke HaIW4Msl CTATUCTHUYECKHM 3HAYMMBIX pa3Muuid B JBYX MCCIEAYEMBIX TI'pyIIax
MAIMEHTOB MO OTJEJIbHBIM KIMHUYECKUM NapaMeTpam (Tabnuua /), Mbl BBISIBUIIM, YTO NepUpepuyecKue
AQO BcTpeHaNCh 3HAYMTENBHO Yallle CPEeIM NAIMEHTOB C TsKEIbIMM MyTauusMmu. Ham He ynanochk
BBISIBUTh HAJIWYME pa3IM4Mil B JIBYX TpyNNax IO APYTUM OTAEIbHBIM KIMHUYECKUM IapaMmeTpam:
abnomuHanbHble ataku, AO muna w/wnn meu, AO ropTaHu, MapruHajibHas SpUTeMa, HEOOOCHOBAaHHBIE
XUPYprUUecKre BMeIIaTeabCcTBa B aHamHe3e, nmotpedHocth B [ICII. Takxke He ymaioch MOATBEPAUTH
pasnuuue B JABYX Ipylmnax Mno (GpopMHUpOBaHUIO MOJHOW KIMHUYECKOW Tpuaisl (nmepudepuueckue AO,

abnoMuHanbHble aTaku, AO ropranm).
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Tabnuma 7 — CpaBHEHHE OTJENIBHBIX KIMHUYECKUX MPU3HAKOB Y MAIIMEHTOB C TSHKEIBIMU U MATKUMU
myTtarusimu B rene SERPING1

ITamenTs! ¢ ITamenTs! ¢ P_value

TH)KGJE;H;/H/;- g(%T%}f)HHMH MSII‘KIEIrI;/IE 15/15}7)1"3621/151MI/I (TounsIii Tect Dumepa)
[Tepudepuyeckue AO 100 92 0,035
AOnoOMUHAJIBHBIE aTaKU 86 80 0,536
AO nmuua u meu 65 12 0,640
AO ropranu 49 48 1,0
MapruHanbpHas 3puTemMa 16 24 0,383
Tpuaga cuMOTOMOB 43 36 0,653
HeobOocnoBannblie
XUpPYpruveckue 18 24 0,572
BMEIIATEILCTBA
JCII 75 80 0,795
TpaxeocTomus 2,8 0,04 0,576

Cpennuii Bo3pact nebrota 3a001€BaHMsI HUXKE B TPYIIIE MALUEHTOB C TSDKEIBIMU MYTALUSAMU, YEM
B TPYIIIE MAIMEHTOB C MATKMMHU MyTanusaMu (pucyHok 2): 10 u 13,8 yner cOOTBETCTBEHHO — pa3HUIIA

craructryecku 3Hauuma (p = 0,043).

o]
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20 P=0,043

=)
1

BO'}paCT TOABJIEHHA TIEPBBIX CHUMIITOMOB

T 1

T T

o
1

prnna MAIHEHTOB C l'pynna MAaIUCHTOB C
TAXKEIIBIMH MYyTalHAMH MATKHMHA MyTaluAMU

Pucynok 2 — CpaBnaenue Bo3pacrta aedrota HAO ¢ nepunurom C1-UHI B rpynmax manueHToB
C TSDKEJIBIMU U MATKUMH MYTalUsIMU

Cpennuil ypoBeHb 0OIIeH TsDKeCTM TedeHus 3abosneBaHus mo mkaire Bygum 2011 B rpynme
NAIMEHTOB C TSKENBIMA MyTallMsIMU ObLT HECKOJIBKO BBIIIE, Ye€M B TPYIIE MalUEHTOB C MITKHUMHU
MyTtaiusMu: 7,1 1 6,4 COOTBETCTBEHHO, OJJHAKO 3Ta PA3HULA HE SBIISIETCS CTATUCTUYECKH 3HAYMMOMU

(p = 0,296; U-kputepuit Manna- YUTHR).
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B otkpsiToe uccnenoBanue 3h(GeKTUBHOCTH M 0€30macHOCTH npuMeHeHwus nporectuHoB as JCII
6bu10 BKITIOYeHO 25 manueHTok ¢ HAO ¢ ngepumurom C1-UHI (I Tun — 84 %, II tun — 16 %) u3 obueit
BBIOOPKHM ITAIIMEHTOB, CPEIHHMK BO3pacT MamueHTok 29,24 £6,8 mer. OTOOpaHHBIM MalMEHTKaM
Ha3HAy4aJICs MpernapaT U3 rPYIbl IPOreCTUHOB (IUEHOTECT 2 MT, 1€30TeCTpet 75 MT, TUHACTPEHOI 5 MT)
He MeHee, yeM JBa Mecsia. 20 nanuenTok (80 %) npuHuManu ae3orectpei 75 MKr B cyTku, 7 (28 %) —
aueHorect 2 Mr B cytku, 6 (24 %) — nuHACTpeHosn 5 Mr B CyTkd. 7 marueHToK (28 %) MMeNd OmbIT
UCIOJIb30BAaHUS HECKOJIIBKUX MTPOreCTUHOB.

Bo Bcex ciydasx mOpOTeCTHHBI HA3HAYAIMCh COBMECTHO C THHEKOJOIOM, YYUTHIBAINCH
COITyTCTBYIOIE THHEKOJIOTHYECKUE 3a00JIEBaHUSI W MCXOAHAs TEpamusl MAlUEeHTKH. 7/25 ManueHTOK
(28 %) ¥Menu OMBIT UCHOIb30BaHHS HECKOJIBKUX MPOT€CTHHOB.

Ha nepBom sTane oneHkn 3¢G(HEKTUBHOCTH MPOTECTUHOB OblIa ompeaeneHa oommas 3(GPEeKTUBHOCTD
(hapMakoJIIOTHYECKOH TPyIIBI JJIs JaHHOK HO30JIOTHH (B CIy4ae, eCiH KEHIIMHA 32 TIEPHO HAOII0ICHHS
WCIOJIb30Bajla HECKOJIBKO IPOTECTHHOB, IS OIEHKH oOmeld 3(QQeKTUBHOCTH BBIOMpANCS CaMBbIi
MPOJOJKUTENBHBI Kypc). B cpenHeM mnamueHTkn npuHuManu npenapat 21,52 +18,22 wmecsien
(MuHMMaNBHO 2 Mecsia, MakcumanbHo 60 mecsaueB). 11/25 nmamuentok (44 %) oTMETUIIN MPAKTUYECKU
nojiHoe Mcue3HoBeHne cumnTomMoB HAO Ha (oHe Tepamuu mporecTHHaMu (TO €cTh Ha ()OHE Tepanuu
mpenaparoM M3 JaHHOU rpymmbl AO penuauBUpoBaiu He yaie 1-2 pa3 B roxa), 6/25 mamueHtok (24 %)
OTMETWJIM YacTUYHOE oOJierdeHue cUMITOMOB, &/25 mammeHtok (32 %) He orMerwiu 3¢dekra oT
npuema mnpenaparoB. TakuM 00pa3oM, YaCTHYHAS WK MoJiHast 3PPEKTUBHOCTD Obl1a oTMeueHa y 17/25
MaIMeHTOK — 68 %. O4eHp BaXXKHO, YTO HH O/IHA U3 MAMEHTOK, Y KOTOPHIX OBUT OTMEYEH YaCTHYHBIA MIH
MOJIHBIN 3P (PEeKT OT MPOTreCTUHOB, IS JOCTHXKEHUS dQ(deKTa He HyXKAalack B IPUEME JIPYrUX JIEKapCTB
mis JICII. Hu y onHoit w3 mainueHTok He Obuto oTMeueHo yuarieHus AQO Ha GoHe Tepanuu
MPOreCTUHAMHU, OJIHAKO JBE MAIlMeHTKH OTMETHIM Hu3MeHeHus xapakrepa AO Ha ¢(oHe Tepanuu:
nepudepuyeckue AO cMEHUINCH Ha a0IOMUHANIBHBIE aTaKH.

Ha BtopoMm »sTame oneHku >3(QQPEeKTUBHOCTH MPOreCTUHOB OblIa omnpeneneHa 3(PQGEeKTUBHOCTh
OTJIeNBHBIX MporecTuHoB, ucnoib3yeMbix 1is JCII HAO ¢ nedurmurom C1-UHI' y MOOIBIX YKEHITHH.

PGSYJ'ILTaTBI CpaBHCHHUS IMPEACTABJICHBI B Ta6n1/1ue 8.

Tabnuma 8 — DPPeKTHBHOCTD OTAETHHBIX MPOTECTUHOB B KadecTBe mpemnapatos s JICII y sxeHmmH
¢ HAO ¢ nedpurnurom C1-UHIT

Jesorectpen JlmeHorect JIunscTpenon

75 Mkr/cyT 2 mr/cyT 5 mr/cyT
KonuuectBo nmarueHToK (N) 20 6 7
HponomxwressHocTs 17,6 + 14,98 15,67 = 12 17 £ 13,14
nprema (MeCsIbI)
[TosHas 3¢ (heKTHBHOCTH 30 % 50 % 57,1%
YactruHas 3 PeKTHBHOCTH 20% 33,3% 143 %
Her sddexra 50 % 16,7 % 28,6 %
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Ha ¢one Tepanmum mporecTiHaMu HaumOoJiee PAaCIPOCTPAHCHHBIMU HEKENATCIHHBIMU SIBICHUSMH
(HS) Obuim HeperyssipHble MEHCTpyaJIbHBIE KpPOBOTEUYEHHs, KOTOpble oTMmeuanuch y 10 manmeHTok
(40 %), Tarxke OTMEUAIIOCh IMOBBIIICHHE MACChl Tejda y ceMu mnanueHTok (28 %), akHe — y TSITH
nanueHToK (20 %), u3MeHeHuss HacTpoeHHs — y dYeTblpex nauueHTok (20 %), TomHoTa — y Tpex
narueHTok (12 %), rupCcyTU3M — y OAHOM manueHTku (4 %), KOXHbBIN 3y1 — y oHOU manueHTKH (4 %),
eIUHUYHBbIe QYPYHKYJBI — y OHOM mauueHTku (4 %), moBbllieHne TemnepaTypsl Tena 1o 37,2°C — vy
onHoM nanueHTku (4 %). Hu onno u3 nanubix HS He ObL10 paciieHeHo Kak cepbe3Hoe.

UethbIpe MaMeHTKH 0TKA3IMCh OT MPUeMa MPOTESCTHHOB M3-3a pa3BUBIIKUXCs HS, mpu 3TOM y Tpex u3
HUX OTMEYAJICs YACTUYHBIN WM TOTHBINA Y((HEKT OT Teparum.

YeTblpe MNalUMEHTKH, HCIOJIH30BABLIME MPOTECTUH, CMOIJIH 3a0epeMEHETb, BBIHOCHUTb M POJUTH
pebeHKa 1mocyie OTMEHbI POTeCTHHOB.

OpHa mamnyeHTKa Havajia MpHeM Je30recTperia B 03¢ 75 MK B CYTKH Ha MSATOM MECSIE TPYIAHOTO
BCKapMJIMBaHUS (pa3peliecHO B COOTBETCTBHHM C HMHCTpyKmmei). [larmueHTka MpogoinKuia TpyaHOE
BCKapMiIMBaHue Ha ¢oHe maHHOW Tepanuu. HS M OTKIOHEHMI OT BO3pacTHBIX HOpPM y peOeHka

HC OTMCYACTCA.

3AKVIIOYEHUE

Takum oOpa3zom, uccienoBanue Oosbmoi BeIOOpkH marueHToB ¢ HAO ¢ medummrom CI1-MHI
n3 peructpa ®I'bY «'HIL[ UucTuTyT nMMyHonorun» ®MBA Poccnun mo3BOJIMIO OLEHUTH CTPYKTYPY
MOMYJSAUN OOJIBHBIX, BBISIBUTH JeMOTpapuuecKkue U KIMHUYECKHEe OCOOEHHOCTH TeUeHMs 3a00JIeBaHUs
HAO c¢ nedpumurom C1-UHI" B Poccuu. B pesynbpTare mpoBeneHHOTO HCCIIEIOBAHUS OBLIU MOTYYEHBI

BA)KHBIC TAHHBIE T MPAKTUYECKOTO 3APABOOXPAHECHHUS.
BoIBoabI

1. TTatmeHTsl *eHckoro mona coctaBisiior 70 % mammentoB u3 peructpa GI'BY «'HI Muctutyt
ummyHosnorum» ®MBA Poccun, mysxckoro nona — 30 %. Cpenuuit Bozpact — 35 £+ 17 ner. B 86 % ciyuaes
3a0oneBanue AeOroTupyer B Bo3pacte 10 20 ser. CTapTOBBIM CHMIOTOMOM SIBJISUICS HW30JUPOBAHHBIN
nepudeprueckuit AO —y 56,9 % nanmeHToB, H30JUpOBaHHAsA a0 IOMUHANBHAS aTaka — y 31,5 % mammeHToB,
o6a cumnroma —y 10,5 % nanmenToB, AO BepXHUX JbIXaTenbHbIX myTeil —y 1,1 % manueHToB.

2. JI1s1 manmeHToB JETCKOT0 BO3pacTa ObLIO XapakTepHO Oojee jerkoe TeueHue 3aboneBanus HAO
¢ nepunurom C1-MHI" o cpaBHeHUIO co B3pocibIMU MpH oreHke o mkaie Bygum 2011. Cpenu nereit
ObU1 OoTMeueH Oosiee BBICOKHMI TMPOLIEHT OECCUMITOMHOTO Te4YeHHs 3a00JieBaHUS IO CPAaBHEHHIO
co B3pocibiMu nauueHTamMu (35 % u 1 % cooTBETCTBEHHO). 3HAYUTENBHO MEHBIIE AETEH CTpaiaroT OT
AO BepxHUX [bIXaTeJbHBIX IyTeH 10 CpaBHEHHIO €O B3pociabiMH manueHTamMu (5% u 55 %

COOTBETCTBEHHO).
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3. Onenena cpennas 3aaepxka nocranoBku auaraoza HAO ¢ nepunurom C1-UHI cpean nanueHTos
u3 peructpa ®I'bY «I'HIL Uuctutryr ummynosnorun» ®MBA Poccun: 17,5 + 11,24 ner. Otmeuaercs
3HAYUTENIbHAsA KOPPENALUS MEXIy BO3PaCTOM U 3aJCepXKKOMl IMOCTAaHOBKM JMAarHo3a: 4eM cTapiie
MAlUEHT, TeM OOJIbIIE 3aICPIKKA.

4. BeIsiBIIEHBI TPEAUKTOPHI pa3BUTHs ku3Heyrpoxkaromux AO y nmanuentoB ¢ HAO ¢ nedunmrom
C1-MHI": Bo3pacT (dueM crapiie naiueHT, TeM Bblire puck pa3Butus AO roprann) u Haauuue AO yuma u
1Ieu B aHaMHe3e.

5. He noarBepkaeHa rumore3a O HaJIMYUMU NPEJUKTUBHOTO 3HAYEHMsI THUIIA MyTaluuu (MSATrKas WK
Tsokenast) B reHe SERPING1 B mpornosupoBanuu crenenu Tsokectn HAO ¢ pepumurom CI1-MHI
y MalMeHTa.

6. [IporecTuHBI MPOJEMOHCTPUPOBAIN BBICOKYIO 3P PeKTUBHOCTH y *keHIUH ¢ HAO ¢ nedunurom
C1-UHI" B Bo3pacte ot 18 10 45 ner (Ha done tepanuu y 44 % MalMeHTOK MOJTHOCTHIO OTCYTCTBOBAIIU
CUMITOMEI 3a0oJieBanusi, y 24 % — cuMITOMBI OBLITM MeHee BhIpaXeHbl, y 32 % — He OBLJIO OTMEYECHO
BIIUSIHUS TIPOT€CTUHOB HA TeYeHHE 3a00JIeBaHNUs) IPU XOpoleM npoduiie 6e30MacHOCTH.

7. IlpennoxeHsl MPaKTHUYECKHE PEKOMEHAAUU A1 onTuMu3anuu quarnoctuku HAO ¢ nedunurom
C1-UHI" (ompenenensr HactopaxkuBaromue npuzHaku HAO c¢ nepunurom CI1-MHID) u mist neueHus
HAO ¢ pedumurom C1-UHI y sxenmun ot 18 10 45 et ¢ ucnoib30BaHHEM MPOTECTHHOB (pa3paboTaH

anroput™ 3¢ dextuBHoro neuenus HAO y sxeHmuH ot 18 10 45 neT ¢ HCHOIb30BaHUEM MPOTECTUHOB).

HpaKanecmle PE€KOMEHIANH

Hacropaxusaromue npusnaku HAO

1. Peungusupytrouie AO, KOTOpble HE KYIHPYIOTCs (WM COMHUTENbHBINA 3¢ (ekT) Ha (oHe Tepanuu
TTIIOKOKOPTUKOCTEPOU1aMH, aHTUTMCTaMUHHBIMU Tipenapatamu (AO He KynupyeTcsl B TeYeHUE CYTOK U
ooee).

2. Hannuue y manyeHTa B aHaMHE3e:

a) TIOBTOPHBIX TOCIHTAIM3ALMN MO TIOBOAY <«OCTPOTO JKHBOTa» 0€3 BBIABICHHS OOBEKTHBHOM
MIPUYMHBI BOSHUKHOBEHHS O0JIEBOTO CUHAPOMA;

0) peuAMBUPYIOLIMX aCUTOB BO BpeMsi 00JIEBOTO CHHIpOMa 10 JaHHBIM Y 3.

3. Coueranne B aHaMHe3e y oHOTO manueHTa AO ¢ mpucTynamMmu OCTpOi OOJIH B KHBOTE.

4. OTsarouieHHbI CeMEeMHbIN aHAMHE3:

a) y manuenTa ectb (OblTH) poACTBEHHUKU ¢ AO H/MITH IPUCTYIIaMU OCTPOil OO B KUBOTE,

0) cMepTh POJICTBEHHUKA OT aC(HUKCHH.

5. Tpurreper  AQO: cTpecc, wMexaHudeckas TpaBma (ykoy, ymuO, yaap, CHIaBJICHHE),
CTOMATOJIOTUIECKHE MAHHITYJISIIIUH, XUPYPTUIECKAE BMEIIATEeILCTBA, MEHCTPYAIHH U JIp.

6. Jle6ro1/yuammenue/yrsoxenenne AO Ha (oHe mpueMa npenapaToB U3 TPYIIL: 3CTPOTeH-CoepKalIie

npemnapatsl, THTuouTopsl AIID, O10KaTOph! perenTopoB anruoreHsuxa ll.
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A.]'Il"OpI/ITM MO3TAITHOI'0 HA3HAYCHUSA NMPOreCTUHOB KCHIUHAM

B Bo3pacrte ot 18 10 45 ser B kauecrse JACII

1 3Tan ofcaegoRaHme (THHEKO.I0T):
= OueHKa HATHYEHA NPOTHEONOKAZAHHA K NPHEMY NPOrecTHHOE
+ OueHKI HAMMHA M0XII3HUA K NPHEMY NPOrecTHHOE

i Her mpomneonoxazami

2 3Tan BEIGOP NPOTeCcTHHA 1718 HHANHATHN Tepannd (THHeK0/10T)

EcTs moxazamia K IMPHEMY IMpOreCTHHOB

(COMyTCIEVIOIIME THHEKOMOTHHECEIE Y mameHTEN OTCYICIEYIOT
zaboneeamia). [MHeKoMOr HAZHAYAST COIYICTEYVIOMME THHEKOIOITHYECKHE
Mpenapar: 2abomeEami:

= HueHorecT 2Mr/CyIEH = MesorecTpen 75 MET/CYTEH

» JhumsctpeHon 3-10 Mr/cyTn

A 4

3 Tan oTMeHa NpeJOlecTEYIOOI e JoAToCPOYHO NpodILIAKTHER (AL Tepro.1or-
HMMYHO0.10T )
OTveHa MPOM3BOINICE MOCTENSHHO, NOCTE HHMIMANMH Tepalii NporeCTHHAMN

:

4 3Tan oneHKa 3)HeKTHEHOCTH H NePeHOCHMOCTH( A/ LTepr o I0T-HMMYHO/IOT )

» He menee 2-X Mecauee

« [IpegmouTHTENEHO HCOOILZOEATE CHENUAMHMIMPOBAHHEIE THEBHMEM M KA (AAS2E,
AFCT, AE-QoL)

« Puxcama HA

l Het adderta

5 3Tam cMeHa mpenapaTa (a1eproIor-AMMYHOI0T H THHEK0.T0T).

= JuenHorect 2 Mr/cyTEH

= JIuHsCTpeHOM SMI/CYVIEH

= ezorectpen 73 MET/CYTEH

Tarzxe HA 3TOM 3Tame MoAeT GBITE IPHHATO PelleHHE 0 CMeHe HapMAK0IOTHIecKoil
rpynmel

i TMomeas wm gacTeHag »ddeRTHEROCTE

6 3TaN JMHAMTYEeCKH KOHTPOIE (A/LTepro/Ior-HMMYHOTI0T H THHEK0/I0T)

+ IlpegmouTHISNEHO HCNONE3I0EATE CHSUHMATHIHPOBAHHEIS JTHEBHMEM M MKATE! (AAS2E,
AECT, AE-QoL)

» umcamma HA

» KoHcyneTammi rHHEKOIOTA He pexe | paza B 6 Mecause

» KoHCVIBTAMA ATIeprolora-IMMYHONIOra He pese | pas B 6 Mecanes

[lomean wm
HaCTHYHAA
sbdexTiEHOCTE

Pucynox 3 — ANropuT™ mo3TarnHoro Ha3Ha4eHus nporecTuHoB B kauectse J{CII
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CIIMCOK COKPAIIIEHUI
AO AHTUOOTEK
AIlD AHTUOTCH3WHIIPEBpAIIAOIUN (hepMeHT
JACII JOJITOCPOYHAS MPO(HUIIaKTHKA
JIDK JIOKAJIbHBIN 3TUYECKUI KOMUTET
HAO HACJIEICTBEHHbBI aHTHOOTEK
HA HEXKEJATEJIbHOE SBJICHUE
PAAKH Poccuiickas acconuaiius ayuieprojaoroB U KIMHUYECKUX KMMYHOJIOTOB
C1-UHI' Cl-unruburop
V31 YJIBTPa3BYKOBOE UCCIIEIOBAHUE

SERPING1  serpin peptidase inhibitor, clade G (C1 inhibitor), member



