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OBILIASA XAPAKTEPUCTHUKA PABOTDBI

AKTyaJIBHOCTL TEMBbI UCCJICTOBAHUA

I'emonmutuko-ypemuueckuii curapom (I'YC) u3 eIMHMYHBIX CIIy4aeB TMpPEBpaTHIICS B
pacIpOCTPAaHEHHYIO MMATOJOTHIO, PA3IUYAIONIYIOCS 0 ATHOJIOTUU M TATOTeHe3y, HO SBISIOIIYIOCS
OJTHO¥ M3 TJIABHBIX MPHYHMH OcTporo noBpexaeHus nouek (OI1I1) y nereii (Goodship T., 2017; Michael
M., 2022; Donadelli R., 2023). B ocHOBe 3T0ii pa3HOpPOIHON TIPYIIIBI 3a00I€BAHUI JIEKHUT Pa3BUTHE
TpomboTHueckoir Mukpoanruonatuu (TMA) B pesynbraTe MOBpEXACHHUE SHAOTEIHS M TPOoMOO3a
COCYIIOB MHUKPOLUPKYJIATOPHOTO pycia, KIMHUYECKH MPOSBIIOMIEHCS MHUKPOAHTHOMATHYECKUM
reMOJIN30M, TPOMOOIMTONEHUEH W OpraHHOW MUChYHKIMEH, Mmopaxkas B MEPBYIO odepeab MOYKU
(Aigner C., 2019; Yerigeri K., 2023; Alletto A., 2023).

B nocnennee necstunerre ocoboe BHUMaHuEe oOpalieHo K Hanboee Tsokenoit popme TMA —
atummyaoMy ['YC (al'YC) — yrpoxaromemy XH3HU 3a00JIeBaHUIO, 00YCIOBICHHOMY HapyIICHUEM
peryJisium aabTepHaTHBHOTO MyTH KoMiutementa (Tsai H.M., 2013; Loirat C., 2016). Ha nomo al'YC
cpenu Bcex (opm TMA mnpuxomurcs 10% caygaes (Fakhouri F., 2017; Donadelli R., 2023).
3aboneBaemoctb al'YC cocraBmser 0,23-1,9 cmyuaeB ma 1000000/ron, pacnpocTpaHEHHOCTh Cpeau
vt 10 20 ner kosnebnercs ot 2,21 no 9,4 wa 1000000 uenosek (Schaefer F., 2018; Yan K., 2020).
al'YC xapakrepusyercs pelMIMBUPYIOIIUM TE€UEHUEM Ha MPOTSHKEHUU BCEH JKU3HU, CMEPTHOCTD MU
KOTOPOM Y JIeTeil Bblllle, HO KOHeYHast cTaaus XpoHndeckoit Ooneznu nouek (XbIT) pazBuBaercs pexe,
yeMm y B3pocibix (Schaefer F., 2018; Fremeaux-Bacchi V., 2021; Baskin E., 2022; Acosta-Medina AA.,
2023).

Jlucperymsinus anbTEpPHATUBHOTO NyTH KomruieMeHTa npu al YC oOycrnoBieHa MyTaluei
reHoB komiuiementa (CFH, CFI, MCP, THBD, C3, CFB) win o6pa3oBaHMeM aHTUTEN K HEKOTOPHIM
u3 stux peryisropos (CFH, CFI) (Brocklebank V., 2017; Schaefer F., 2018; Fakhouri F, 2021; Raina
R., 2021). Toneko B 50-70% ciyuaeB ymaercsi reHerumuecku mnonatBepauTh al YC. OtcytcTBue
mytauuid He wuckmoyaer al'YC, Tak Kak MalUeHThl JEMOHCTPUPYIOT AaHAJOTUYHYIO TSHKECThb
3a00JIeBaHMs C PELUANBAMHU, KaK U MpU reHeTndecku noarsepxkaeaHom al'YC (Zhang K., 2017; Feitz
W.J.C., 2018; Avila Bernabeu A.l., 2020).

DeHOTHN TMAIMEHTOB ONPEIEAETCs TEHETHISCKUM TpoduiieM, oaHaKo i peanusanun al Y C,
KaK MpaBuio, TpeOYyeTCs BO3ACHUCTBHUE TPUTTEPOB, CAMBIMU YaCTHIMH U3 KOTOPBIX CIIYXaT WH(MEKINH,
BaKIIMHAIIMS, XUPYPTUYECKHE BMeIIaTelnbcTBa, cucreMHas mnarosnorus u ap. (Nester C.M., 2015;
Goodship T.H., 2017; Bayer G., 2019; Yerigeri K., 2023). Tsokects Teuenust al YC y gereit
oOycnoBnena He Toabko OIIIl, HO U ogHOBpeMeHHBIM BoBieueHHeM B 30-63% HaOmrogeHu Ipyrux
KU3HEHHO BaKHBIX opranoB (Hofer J., 2014; Loirat C., 2016; Formeck C., 2018; Michael M., 2022).

VY CTaHOBIIEHO, YTO Ba)KHEHINAsk POJIb B BOSHUKHOBEHHH TPOMOO30B MPUHAITICKUT T€HETHYECKON
TpOoMOOGWINK, pPOJIb KOTOPOH W3ydeHa B aKYIIEPCKOW MPAKTHKE, HEBPOJIOTHH, KapIUOJOTHH,
Hedposyoruu npu aHtudochonunuaHoM cuHapoMme U TunuyHoM ['YC (Makauapus A.[., 2006;
Kosnosckas H.JIL., 2006; ITonma A.B., 2014; Gerstl L., 2018; Ferriero D.M., 2019; Maher K., 2023).
PacmmpoBka reneTndeckux aedekToB cucteMbl reMoctasza npu al Y C mo3BONUT BBIABUTH (haKTOPHI

pHUCKa TAXKEIOTO TCUHCHUSA 3360J’ICBaHI/I$I, YTO IIOMOXKET ITOBJIUATH Ha O6H.[PII>1 W TIOYCUHBIN IIPOTHO3.
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TepaneBtuueckuii moaxonq k al'YC Obu1 paauKalbHO YCOBEPIICHCTBOBAaH C BHEIPECHUEM
KOMILUIEMEHT-OJIOKHPYIOIIETO  Tpernapara dKynu3ymala, KapIuHaJIbHO HW3MEHUBIIETO IPOTHO3
NAalMEeHTOB C (haTaJbHOrO 0 TMOJHOTO KYyNMHpPOBaHUs cMMOTOMOB. TeM He MeHee, B 6-15% cmyuaeB
HAIMEeHThI OCTAIOTCS THATN33aBUCUMBIMU WM YMHparoT B octpoM nepuoje (Greenbaum L.A., 2016;
Zhang K., 2017; Raina R., 2021). Dto 00yclOBIEHO CIO0XHOCThIO auarHOoCcTHKH al'YC wu
HeoOXxoauMocThio muddepeHnupoBats ero ¢ Apyrumu Gopmamu TMA, MHPEKIHSIMHU, CEIICHCOM,
reMo0J1acTo3aMu, MOCKOJIbKY OTCYTCTBUE CHEIU(PUICCKIX TUATHOCTHYECKUX MapKEPOB MO-TIPEIKHEMY
nemaer al'YC muarnozom uckiarouenus (Loirat C., 2016; Avila Bernabeu A.l., 2020; Gurevich E.,
2023). CBoeBpeMeHHBIN cTapT Tepamuu 3Kyiausymadbom mnpu al YC — He mosgHee 2-X HEIEnb —
CYIIECTBEHHO YBEJIMUYMBACT IIAHCHI MAIIMEHTOB Ha BOCCTaHOBIeHWe ¢yHkimu mouek (Schaefer F.,
2018; Menne J., 2019; Avila Bernabeu A.l.,, 2020; Yerigeri K., 2023). B nacrosiee Bpems
Pa3HOPEUYUBHI JJAHHBIC O TPOJIOJDKATEIIHFHOCTH TPOBEICHUS MMaTOTEHETHYECKON Teparnu, 0€301MacHOM
BpEMEHH €€ OTMEHBI U O HallMEeHTaxX ¢ PUCKOM pa3BUTH TshKenoro peruansa al' YC (Macia M., 2017,
Ariceta G., 2021; Fakhouri F., 2021; Baskin E., 2022).

AKTYaJIbHOCTh HAIIIETO HCCIICOBAHMSI OOYCJIOBIIEHA HEOOXOAMMOCTBIO TIOWCKAa HOBBIX
noaxoaoB K paHHed gaumarHoctuke al'YC, mnoTpeOHOCThIO MPOTHO3UPOBAHUSA HUCXOAOB U
Oe3penuIMBHOM BBDKMBAEMOCTH B 3aBUCHMMOCTH OT aHamMHe3a 3a00JIeBaHus, Bo3pacta jAcOrTa u
0COOCHHOCTEH TEYECHHsT OCTPOro TNepuoja, U Pa3pabOTKM OOOCHOBAHHOW TAKTUKU JICUYCHUS U

JUCIIAHCEPHOT0 HAOIIOACHHUS.

Crenenb pa3padoTaHHOCTH TEMBbI

Pesynbratel uccnenoBanuii al' YC Obuld  MpPOJEMOHCTPHUPOBAHBI BO MHOTHX paboTax
3apyOeXHBIX aBTOPOB, MPH OSTOM 4YAaCTOTa BBIABIAEMOCTH TreHeTHueckoro aedexra mpu al'YC
pasnuuanack no crpaHaM. B UHauu myTtanuu reHOB KOMIUIEMEHTa BCTpedanuch B 18,2% cnydaes, B
bpaswmu — B 24,3%, B FOxnoit Kopee — B 51,0%, Bo ®pannuu — B 66,3%, B Anonun — y 80,0%
nanuentoB ¢ al' YC (Thergaonkar R.W., 2018; Ito S., 2018; Palma L.M.P., 2020; Kim S.H., 2018;
Boyer O., 2022).

bonee wem B 10% wnabmrogenuit auarnoctupoBaics al'YC, omocpenoBaHHBIA BBIPAOOTKOM
a"THTeN K (hakTopy H, pacpocTpaHEHHOCTH KOTOPOTO TaKXke paszinyanach B cTpaHax: B EBpore — ot
4,6% no 25%, HOxnoit Kopee — 1o 29,4%, B Unauu — no 56% (Zhang K., 2017; Kim S.H., 2018;
Palma L.M.P., 2020; Raina R., 2021). YcraHoBieHo, uro aHTHTelbHas ¢opma al' YC wuarmie
JIMarHOCTUPOBAJIACh Y JeTeH B oTiM4me oT B3pocibix (25-50% vs 5-10%) (Raina R., 2021; Donadelli
R., 2023).

Hnsa peanuzanuu al'YC HeoOX0IuMO BO3JEHCTBHE TPHUITEPOB, 3aMyCKAIONIMX aKTHUBAIUIO
KOMIUIEMEHTa, OJIHAKO Pe3yNbTaThl OBbLTM MOJIY4eHbI Ha HEOONBIIUX CMEMIAaHHBIX BBHIOOPKAX WU
OTPAHWYNBAINCH CIUHUIHBIMU KIMHUYCCKHUMH HaOmrofaeHusIMH. Cpeau TpUTTepOB HamOOoJee 4acTo
BcTpevanuch uHpekuuu. Tak, passutue al' YC B 50% ciydaeB y gereir u B 30% — y B3poOCHbIX
CBSI3BIBAJIM C Jauapeeil B MpoApoMaibHOM mepuoje, B 18-42% — c OakrepuaiabHBIMH HH(DEKIHUAMU
NPEeUMYIIIECTBEHHO BEPXHHMX JbIxaTenbHbIX myTedl (Tomazos ., 2020; Raina R, 2021). Onwucanbi

enquHuYHbIe ciydan peanu3anuu al YC y pereit mocie OP3 (Bupyc rpunmna HIN1, mukonnazmenHas
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undekus, kokmom), COVID-19, BUY, BakiuHanuu ot rematura B (Aver Z., 2013; Raina R., 2019;
Diurno F., 2020; Alizadeh F., 2021). Ycranosieno, uro B 31% cnyuaes al' YC pasBuBaics 0e3
tpurreproro BosxeiictBus (Salvadori M., 2016; Feitz W.J.C., 2018; Raina R., 2019; Michael M.,
2022).

Buenoueunsie npossienus al' YC peructpupoBanucek B 12-47% naOnrofenuii y gerei u B 8-
33% — y B3pocasix (Noris M., 2010; Donadelli R., 2023). Haubonce uacto pa3BHUBAINCH
HEBPOJIOTMYECKUE CUMITOMBL: B 16-24% ciyuaeB y nereii u B 8-25% — y B3pocisix (Fremeaux-Bacchi
V., 2013; Schaefer F., 2018). ITopaxenue cep/ia auarHoctTupoBaiochk B 3-10% HaOnrogeHuit y nerei
u B3pocibix (Noris M., Remuzzi G., 2014; Hofer J., 2014), aprepuanbHas runepTeHsus B 54%
ciyuaeB y B3pocisix (Karoui E.l., 2019). Bosneuenue opranos JKKT nHaGmroganoch vaiie y aereit
(47% vs 33%), npixaTeapbHOMN cucTeMbl — y B3pocibix (20% vs 12%) (Schaefer F., 2018).

[Iporno3 3a6oneBanus uzmenwics ¢ Hadana 2000-x rogoB mociie BHEAPEHUS B KIIMHUYECKYIO
MPAKTUKY KOMILIEMEHT-0JIOKUpYIoero npenapata sxynuzymab. V. Brocklebank (2023) mokazai, uto
5-neTHsis BbDKMBaeMOCTh Oe3 TtepmuHanbHOM XbBII ymyummnace ¢ 39,5% mo 85,5% B koropre,
noaydaBmieit skymmsymad (OP 5,95, 95% U 2,75-8,9). Ilporuoz mpu al'YC ocraercs
HEeOJIaroNnpHUsTHBIM: CMEPTHOCTh B T€USHHE 1-ro roja BhIle Y AeTeH, ueM y B3pocibix (6,7% Vs 0,8%),
BBDKMBaEeMOCTh Oe3 TepmuHaibHoi XBIT uepe3 1 u 5 set Boiie y aetei, ueM B3pocibix (73% Vs 51%)
(Nester C.M., 2015; Schaefer F., 2018). Bouto ycraHoBieHO, 4T aehunuT aktuBHOCTH ADAMTS13
SIBIISJICSL TIPEAUKTOPOM TSDKEIIOTO TEYCHHSI OCTporo smu3ona TMA, HO He BIMSI Ha OTIAJICHHBIN
nporuo3 (Opnosa O.M., 2021).

ITocne orMmeHsl Tepanuu skynu3ymadbom peruaussl al' YC pa3suBanuch y 20-35% mnarueHTos
(Avila Bernabeu A.l., 2020; Yerigeri K., 2023). ITo mauusim F. Fakhouri (2021) puck pennanBa Obit
BBINIE Y JIUI JKeHcKoro moja (69% vs 36%), npu passutuu >1 snuzona al'YC (38% vs 7%), ipu
mytaumu CFH u MCP (92% vs 25%), moBbllieHHH MeMOpaHOATaKYIOIIEro KOMIUIEKCA B ILIa3Me
kpoBH > 300 ur/mi (92% vs 55%). [Ipeaukropamu peruansa mo ganabiM A A. Acosta-Medina (2023)
SBHJIMCBH: MOJIOJION BO3pAaCT, HATMYKE ajNIOTpaHCIUIanTaTa nouku, myrauu CFH, MCP, C3.

Oco0eHHocTH TeUeHUsl, TMarHocTUKU U jiedeHus al'yY C Ha 00bII0i Koropre neguaTpudeckux
MAIMEeHTOB JI0 HACTOAIIET0 BPEMEHM HE H3ydalnch. BpIOpaHHas TeMa JTUCCEPTAIMOHHOTO
WCCIICIOBAHMs TPEJCTABISIET WHTEpPeC, Kak JUid OmpelneieHus (EeHOTUIMUYECKHMX OCOOEHHOCTEH
paznuunbix Gopm al'YC, uX TeHeTHMUeCKHWX BapHAHTOB, a TAKXKE IS MPAKTHYECKOTO MPUMEHEHHUS

MOJIyYEHHBIX JaHHBIX IpU 00ce0BaHuu U JiedeHuu aereii ¢ al'YC.
ean uccaenoBanus
O60cHOBaTh MPUHIUIBI TEPANUN ATUIUYHOTO TEMOJIUTUKO-YPEMUYECKOTO CHUHIpPOMA Yy JeTel

Ha OCHOBAaHHH BBIABJICHHBIX SaKOHOMepHOCTeﬁ TCUCHHUs, TCHECTHUYCCKOI'O HpO(l)I/IJ'ISI, PUCKOB

HC6JlaPOHpI/I$ITHOFO IMPOrHo3a U CPpOKOB BBIZKUBACMOCTH.



3agauu uccjaea0BaHus

1. [Tpoananu3upoBaTh OCOOECHHOCTH TEUYCHHS] ATUIUYHOTO T'e€MOJIUTHKO-YPEMHUYECKOTO
CUH/IpOMA Y JIeTEH M YCTAaHOBHUTH PACIPOCTPAHEHHOCTh €r0 GOpM.

2. CpaBHHTH KIMHUKO-TA00pATOPHBIE MPOSBICHUS M XapaKTep TEYCHHUSI OCTPOTO AMH30/a
TPOMOOTHUYECKOW MHKPOAHTHONATHH Yy JETEH ¢ pa3inyHbIMH (OpPMaMHU ATUIIUYHOTO T'EMOJIUTHUKO-
YPEMHUYECKOTO CHHAPOMA.

3. YCTaHOBHUTHh JMATHOCTUYECKYID W TMPOTHOCTHYECKYIO 3HAYUMOCTH HCCIICIOBAHUS
TCHETUYECKOTO MPOMUIISI MAIUEHTOB C ATHITMYHBIM T€MOJIHTUKO-YPEMUYECKHM CHHIPOMOM.

4, Onpenenuth AWMArHOCTUYECKOE 3HaueHue wmapkeépoB Tpombopummu (FGB, PTG,
FVLeiden, PAI-1, ITGA2, ITGB3, MTHFR:677, MTHFR:1298, MTR, MTRR) mnpu arunu4Hom
TEMOJIUTHKO-YPEMUYECKOM CHHIIPOME y JETCH.

5. Ouenuth 3 (PEeKTUBHOCTH KOMILUIEMEHT-OJOKUPYIOIIeH Tepanuu y IeTell ¢ aTUTUYHBIM
TeMOJIUTUKO-YPEMHUUECKUM CHHIPOMOM.

6. BbIsSIBUTH TIPETUKTOPHI HEOJIATOMPHUSATHOTO OOIIET0 M MOYEYHOTO MCXO/a aTUIMUYHOTO
TEeMOJIUTHKO-YPEMUYECKOTO CHHIPOMA y JICTCH.

7. [Ipoananu3upoBarh OE3pEUUIMBHYIO BBDKUBAEMOCTD JICTEH ¢ aTUIIUYHBIM T€MOJIUTHKO-
YPEMHYECKUM CHHIPOMOM I10CJIC OTMEHBI KOMILIEMEHT-0JIOKUPYIOIICH TeparuH.

8. Pazpaborare anroput™ BeAeHHUS JACTeH C ATUIAYHBIM T'€MOJHTHKO-YPEMHUYECKUM

CHUHJIPOMOM TSl YITYUIIIEHUSI UCXO0JI0OB U TTPOTHO3a 3a00JICBaHUSI.

Hayqﬂaﬂ HOBHU3HA UCCJICA0OBAHUSA

BrniepBbie TpoBENEHO KOMIUIEKCHOE 0OcCie0BaHUE JeTel ¢ AaTUIMUYHBIM TI'eMOJUTHKO-
YPEMHUECKUM CHHAPOMOM, YCTAHOBJIEHA PAaCHpPOCTPAHEHHOCTh €r0 Pa3IUYHBIX (POpM M 0COOEHHOCTH
UX KJIMHUYECKOTO TEUeHUs] Ha OCHOBAaHMU KIMHUKO-TA0OpAaTOPHOTO, HWHCTPYMEHTAJIbHOIO
o0cieoBaHus, KATAMHECTUYECKOTO HAOII0CHUSL.

BrnepBbie ompezneneHa auMarHoCcTUYecKass W TMPOTHOCTHYECKAs 3HAYMMOCTh MPOBEACHUS
TEHETUUYECKUX HCCIIEIOBAaHUN IPU aTUIUYHOM T'EMOJUTHKO-YPEMHUECKOM CHHIPOME Yy JeTeil.
VY CcTaHOBIIEHO, YTO T€HETUUYECKHI NMPO(UIIb MAMEHTOB HE ONPEAEISeT TAKECTh Pa3BUTHS aTUITMYHOTO
FeMOJUTHKO-YPEMUYECKOTO CUHIPOMA.

BnepBbie y gereil ¢ aTUNUYHBIM TE€MOJUTHUKO-YPEMUYECKHM CHHIPOMOM H3Y4Y€Ha pOJIb
TeHETUYECKUX MapKEPOB TPOMOO(PUINYECKON HANpaBIEeHHOCTH B peaiM3aldi MaTOJIOTMYECKOro
npolecca, a TakKe JT0Ka3aHO MX BIIMSHUE HA TSDKECTh TEUEHMS, CTENEHb IOYEYHOIO MOBPEKIACHMUS,
MCXOJ] U MTPOTHO3 ATUITUYHOT'O TEMOJIUTUKO-YPEMUYECKOTO CUHPOMA.

BrnepBeie oneHeHa 3((EKTUBHOCT, KOMIUIEMEHT-OJIOKHMPYIOLIEH Tepamuud C  OLEHKOM
HEMOCPEACTBEHHBIX M OTAAJCHHBIX pPE3Yy/IbTAaTOB JICUEHHUS Yy JeTeil ¢ aTUINUYHBIM TE€MOJUTHUKO-
YPEMHUECKUM CHHIPOMOM. YCTAaHOBJIEHO, YTO NPUMEHEHHE KOMIUIEMEHT-OJIOKUPYIOIIEH Tepanuu
CHOCOOCTBYET CTaOMIM3AaLUU COCTOSIHMSI NAllMEHTOB M IAaTOT€HETHMYECKOMY KOHTPOJIIO TEYEHUs

3a00JIeBaHNs, a €€ OTMEHA CONPSDKEHA C Pa3BUTHUEM PEIIHIUBA.
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BriepBble NpOJEMOHCTPUPOBAHO, YTO NMPOTHO3 M BBDKMBAEMOCTh MAIIMEHTOB C AaTUIMYHBIM
IreMOJINTUKO-YPEMHUECKUM  CHHIPOMOM  OIpPENENAIOTCS  TSDKECTbIO  OCTpPOro  Mepuoja u
CBOEBPEMEHHOCTbBIO IIPOBEACHUSI KOMIIJIEMEHT-0JI0KUPYIOIIEH TEpaInu.

BriepBrie pazpaboTan alrOpUTM BEJCHUS MAIIMEHTOB C AaTUITHYHBIM T'€MOJIMTHKO-YPEMUYECKUM

CHUHAPOMOM JId OIITUMHU3AIKWA TEPAIINU, YIYUYIICHHUA HCXOA0B U ITPOrHo3a 3a00/1eBaHus.

TeopeaneCRaﬂ H NMMPpaKTHYIE€CKasl 3SHAYUMOCTDb UCCJICAOBaAHUSA

ATHUIAYHBIA TEMOJIMTUKO-YPEMUYCCKUM CHHAPOM SIBISETCS CHCTEMHOM TPOMOOTHYECKOM
MUKPOAHTUOIATHEN CO 3HAUYUTEIbHBIM MOJUMOPPUZMOM KIMHUYECKUX MPOSBICHUN HE3aBUCHUMO OT
dopMbl  Ooneznn. Hambomee dYacThIMH TpUTTEPAMH  SBISUINCH WH(MEKIIMOHHBIC 3a00JIeBaHUS
CMEILIAHHOMN 3TUOJIOTHH.

HccnenoBanne reHeTUYecKOro mpoduis neTedl ¢ aTUNUYHBIM TEeMOJIUTUKO-YPEMUYECKUM
CUHAPOMOM TO3BOJIUJIO OINPEAETUTH JOJITOCPOYHOCTh KOMIUIEMEHT-OIOKUPYIOUIeH Tepanuu, IporHo3
TeYeHUsl 3a00JIeBaHMs y TAIMEHTOB, B TOM YHCJE HYKIAIOMIMXCS B MPOBEIACHUU TpaHCIIAaHTAIIUU
MTOYKH.

BHenpenue B CTaHIApPTHYIO CXeMy OOCIEIOBAaHMS OMNPEICIICHUS MapKepoB TpoMOouiInu
(FGB, PTG, FVLeiden, PAI-1, ITGA2, ITGB3, MTHFR:677, MTHFR:1298, MTR, MTRR) y
MAlMEHTOB C ATUMHUYHBIM T'E€MOJIUTHUKO-YPEMUYECKUM CHHAPOMOM TMO3BOJUT CIHPOTHO3UPOBATH
TSHKECTh TEYCHHS 3a00JIEBaHMS, ONTUMU3UPOBATH TEPATUIO U ONPEIESIUTh MOCTTPAHCIIAHTAIIMOHHBIE
MEPOMPUSITHS 110 TIEPBUYHON TPOMOOTIPO(YUITAKTHKE B TOCTONEPALIMOHHOM TIEPUOJIE.

[IpoBenenue HedpoOMONCHM TOKAa3aHO JETAM C ATHIMHYHBIM TE€MOJUTHUKO-YPEMUUYECKHUM
CHHIPOMOM TIPM  MAaCCUBHOM MPOTEMHYPHUH, OTCYTCTBHH  IOJHOTO  CHUMITOMOKOMILIEKCA
TPOMOOTHYECKON MHUKPOAHTHOIATUH, COXPAHSAIONIEMCS] CHIDKCHHMH (QYHKIIMA TI04eK Ha (oHe
KYIMPOBAHUs F€MaTOJOTMUECKUX MPOSBICHUN.

ChopmynrpoBaHHbIe TMOKa3aHUS K KOMIUIEMEHT-OJIOKUPYIONIEH Tepamuu TMpu JHapeiHOM
MPOJIPOME W AHTHUTEIbHOW (opMe 3a00JIeBaHMS TO3BOJAT YIYUYIIUTh MCXOJ W TPOTHO3 JETEH C
ATUTIAYHBIM TeMOJTUTHKO-YPEMUYECKUM CHHAPOMOM.

[Tocme  OTMEHBI  KOMIUIEMEHT-ONOKUPYIOIIEH  Tepamuu  MOHHUTOPUHT  TPU3HAKOB
TPOMOOTUYECKON MHKPOAHTHOMATHH TO3BOJUT JUAarHOCTUPOBATh pPEUUIUB 3a00JIeBaHUA U
BO300HOBHUTH JICUCHHE HA PAaHHUX CPOKAxX 3a00JICBaHUSI.

PazpaGoTanHbIii anropuT™M AMATHOCTUKH W JICYCHHUS JETeH C aTUIMUYHBIM TE€MOJHMTHKO-
YPEMUYECKUM CHHJIPOMOM MOXET OBITh HCIOJNB30BaH B paboTe meauaTrpoB, He(HPOIOros,
AHECTE3HO0JIOTOB-PEaHUMATOJIOTOB.

Buenpenne utoroB paboThl B KIWHUYECKYIO MPAKTUKY IMMO3BOJUT CHU3HUTH JIETATLHOCTH MPU
ATUTIUYHOM TEMOJUTHKO-YPEMUUECKOM CHHIPOME, YJIYUYIIUTh KadeCTBO JICUCHHS, MaKCHUMAaJbHO

YBCIUYUTDH NPOJOJLKUTCIIBHOCTD KU3HU.



MeTomoJiorust 1 METOAbI UCCJICAOBAHUSA

OTkpbITOE KOTOpPTHOE PETPOCIEKTUBHOE, IIPOCIIEKTUBHOE CPaBHUTEJIBHOE
HEpaH/JIOMH3UPOBAaHHOE HCCIIEAOBAaHHE MpoBeaeHO Ha 0Oa3e [ocynapcTBEHHOTO —OIOIKETHOTO
yupexJeHus: 37paBooxpaHeHus «Jlerckas ropojckas KiIMHUYecKkas OoJibHHLA CBSTOro Briamumupa
Henapramenta 3apaBooxpaHeHusi ropojga MockBel» B 2014-2022 r.or. JluccepranuoHHOE
UCCcIieIoBaHue 000peH0 MeXBY30BCKMM KOMHTETOM 10 3THKe (mpoTtokon Nel0-14 ot 27.11.2014).
Bcemu ponurensiMu, 3aKOHHBIMH TPEACTABUTENIIMM TAlMEHTAa WM CaMUMH TalUEHTaMU
MOJIPOCTKOBOT'O BO3pacTa ObLIO MOAMMCAHO JOOPOBOJIbHOE HHGOPMUPOBAHHOE COTJIACKE HA y4acTHE B
UCCJIETOBaHHH.

O6cnenoBanbl 211 mereit (1 mec. — 17 ner 3 mec.) ¢ al'VC. [ns u3yueHus: GpakTopoB pucka
pa3BUTHUSA, KIMHUKO-TIATOTCHETUYECKUX XapakTepucTUk nedrota u tedeHus al' YC, addexkTuBHOCTH
JedeHus, Oe3peluINMBHON BBDKMBAEMOCTH U ONpEACNCHUS TMPOTHO3a MPUMEHSJICS KOMILIEKC
AQHAMHECTHYECKUX, KIMHUYECKUX, JIAOOPATOPHBIX METOAOB C OLIEHKOH MapKepoB TPOMOOTHYECKOMH
MHUKPOAHTHUOTIATHH, TPOMOO(HINK, TEHETHUECKOTO McCleaoBanus npoduist nereid u 3¢hdekTuBHOCTH
KOMIUIEMEHT-OJIOKUPYIOLIEH  Tepanmuu, MOPQOJIOTHYECKOr0  MCCIENOBAaHUS  TKAaHU  TOYEK,

HHCTPYMCHTAJIbHBIX U CTATUCTUYICCKUX METOA0B UCCIICIJOBAHUA.

OcHoBHbBIE IOJIOKECHU A, BLIHOCUMbIC HA 3alIIUTY

1. ATUNIMYHBIA TEMOJUTHKO-YPEMUYECKUN CHUHIPOM — CHUCTEMHas TpoMOOTHYecKas
MUKpPOAHTHOMNATUS CO 3HAUYUTEIbHBIM MOJUMOP(PU3MOM KIMHUYECKUX TPOSIBICHUN, HE3aBUCHMO OT
dbopMbI OONIEe3HH.

2. ['eneTnueckuii mpouiip MALMEHTOB HE OIpPENENseT TSKECTh PA3BUTUS ATUIHYHOTO
TeMOJUTUKO-YPEMUYECKOTO CUHIPOMA.

3. Hacnencreennas tpomOoduius BiIusSeT Ha TSHKECTh KIMHMYECKUX MPOSBICHUN
ATUIMYHOTO TEMOJINTUKO-YPEMUYECKOTO CUHAPOMA, CTEIEHb NOBPEXACHUS M0YEK, HCXOJ U IIPOTHO3
3a001eBaHMs.

4. [IpuMeHeHne KOMILIEMEHT-OJIOKUPYIOIIEeH Tepanuu CrocoOCTBYeT CTaOMIM3aLUN
COCTOSTHUS TAIIMEHTOB ¥ KOHTPOJIIO T€UEeHHUs 3a00JIeBaHus.

5. IIporHo3 M BBDKMBAEMOCTh MALMEHTOB C ATUIHMYHBIM T€MOJIMTUKO-YPEMUYECKUM
CUHAPOMOM OIpPENENSETCSl TSHKECTBIO OCTPOrO0 IEPUOAA M CBOEBPEMEHHOCTBIO IPOBEIEHUS
KOMIUIEMEHT-0JIOKUPYIOLIEH Tepanuu.

6. OTMeHa KOMIUIEMEHT-OJIOKUPYIOLIEH Tepanuu CcompsbkeHa C pa3BUTHEM pelUanuBa

ATUITUYHOT'O TEMOJIMTUKO-YPCMUUYCCKOTO CHHPpOMaA.

CooTBeTcTBHE JUCCEPTALMH MACTIOPTY HAYYHOH CIIEUATBHOCTH

JluccepTaliiOHHOE ~ HWCCTIEIOBAaHUE  COOTBETCTBYeT (opmyne  crenuanbHocTd  3.1.21.

HCI[I/IanI/IH. Pe3yJII>TaTLI HCCIICAOBaHUA COOTBCTCTBYIOT obactu HCCICAOBAaHUA CICHUAJIBHOCTHU, a
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MMEHHO TTyHKTaM 1, 3, 5, 7 macnopTa Hay4YHOH CHEIUaTbHOCTH MeauaTpus (MEAUIIMHCKIE HAYKH )

JIMYHBIA BKJIaJ aBTOPA

JInyHoe yuyacThe aBTOpa 3aKIJIIOYaJOCh B HEMOCPEACTBEHHOM YYacTHUU B MCCIIEIOBATEIbCKON
paboTe Ha STamax MOCTAHOBKM LIETH M 3a/ay, pa3paboTKe IJIaHa HCCelOBaHUM, OOCiIeTI0BaHUM,
BEJCHUM TAIMECHTOB, KOHTPOJEe KadecTBa H J(PQPEKTUBHOCTH JICUCHHUS JCTe C aTHIHYHBIM
TEMOJUTHKO-YPEMUYECKUM CHHIPOMOM. ABTOPOM JHYHO C(HOPMUPOBAHBI 0a3bl JaHHBIX, IPOBEICHA
cTaTucThyeckass o0paboTka MaTepuasoB, MOJYYEHHBIX B XOJI€ MCCIIEOBAHMS, aHAJIU3 IOJY4YEHHBIX
pe3yJbTaTOB, MOATOTOBKA MyOJIMKAIUMN MO TeMe JUCCepTalliH, BBHICTYIUICHHUS Ha KOH(QEPEeHLHUSIX IO

TeMe auccepTanuu, opOpMIICHBI TUCCepTallnOHHas paboTa u aBTopedepar

CreneHb J0CTOBEPHOCTH U ANPOOALIHU Pe3yJIbTATOB HCCJIeI0BAHUS

OcHOBHbIE HaY4HbIE PE3YJIbTATHI JUCCEPTALMOHHOIO UCCIIEIOBAHUS 00CYXKIEHbI U J0JI0KEHBI
Ha Konrpeccax EBpomeiickoii moyeyHod acconuanuu auainu3za u Tpanciuiantainuu — ERA-EDTA
(Amcrepnam, Hunepnanner, 2014; Bena, Actpus, 2016; Manpun, Mcnanus, 2017; Komenrares,
Hanus, 2018; bymamemt, Benrpus, 2019; Muwunan, Wranus, 2020), xonrpeccax Epomeiickoro
obmectBa neauarpos-uedposnoroB — ESPN (ITopto, Ilopryranus, 2014; bproccens, bensrus, 2015;
Imazro, Wlotnanaus, 2017; Awnrtanusa, Typums, 2018), xonHrpecce MexayHapomHOro oOIIecTBa
nenuarpoB — HegposnoroB — IPNA (Uryacy, bpaszunus, 2016), XVII-XXII Poccuiickom koHrpecce
«/IHHOBaIIMOHHBIE TEXHOJIOTUH B MIEAUATPUU U JeTCKON xupyprum» (Mocksa, 2018, 2019, 2020, 2021,
2022, 2023), O0benuHEeHHOM che3fie HaydHoro oOmiectBa HedposaoroB Poccun (IX cwvezn HOHP) u
accorranuu HedposoroB (Mocksa, 2019), XXII, XX, XXIV, XXV Kourpecce neauarpos Poccuu ¢
MEXYHApOJIHBIM yyacTueM «AKTyalbHble Ipobaemsl neguarpun» (Mocksa, 2020, 2022, 2023, 2024),
Hayuno-npakTrueckoii koHdepeHnu ¢ MexayHapoaubiM yuactueM «ORPHA-DA. Penkue Gonesnu:
OT MCTOKOB K nepcrnektuBam» (Mocksa, 2021), XVII O6mepoccuiickoii Hay4yHO-IPaKTUYECKON
koH(pepenuun PJIO»  (Camkt-IlerepOypr, 2022), XVII-XX PoccuiickoM KoHrpecce ¢
MEXIyHapoaHbIM y4acTueM «llemmarpust m nerckass xupyprusi B IlpuBoimkckoM QenepaibHOM
okpyre» (Kazans, 2020, 2021, 2022, 2023), II Bcepoccuiickoif HaydHO-ITpaKTUYECKONH KOH(EPEHIIUN
«Opdannsie 3a0oseBanms: mpomnioe, Hacrosmee, oyaymee» (Mocksa, 2023), XXI, XXII Cesepo-
3anagaoi Heponorudeckoi mkose PJIO (Cankt-Iletepoypr, 2022, 2023).

BHenpenue pe3yabTaToB HCCIE10BAHUSA

Hayunple mojokeHMsI W TPaKTUYECKHE PEKOMEHJAIMM WCCICIOBAaHUS BHEAPECHBI B
KJIIMHUYECKYI0 TpakTuKy LleHTpa TpaBUTAllMOHHOM XHPYpruM KpPOBH U TeMOJuaIu3a |
Hepponoruueckoro otaenenus [BY3 «Jlerckas ropojackas KIWHWYEecKas OOJBHUIIA CBSITOTO
Brnagumupa [lenaprameHTta 3apaBOOXpaHeHUss ropoaa MOoCKBbI», otaeineHus auanu3a CaHKT-

[TerepOyprckoro I'ocymapcTBEHHOTO OFOKETHOTO YUPSXKICHHSI 3ApaBoOXpaHeHUs  «JleTckuit
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TOPOACKON MHOTONMPO(MIBHBIA KIMHUYECKUH CICIHAIU3UPOBAHHBIA IEHTP BBICOKHUX MEIMIIMHCKUX
TEXHOJIOTHI», Hedposornyeckoro otnaenaeHus ['0CyTapcTBEHHOTO aBTOHOMHOIO — YUPEXKICHHS
3npaBooxpaHeHus:  «Jlerckas — pecrmyOiMKaHCKas — KJIMHWYecKass  OonbHUIa  MUHHCTEpCTBA
3npaBooxpanenusi PecnyOmmku Tarapcran», HEPpPOIOTHUECKOTO OTICNICHUS | 0CyaapCTBEHHOTO
OIOKETHOTO yupexaeHUs 3ApaBooxpaHeHus «PecryOnukaHckas OeTcKas KIMHUYEcKas OOJbHMIIA
MunucrepctBa  3apaBooxpaHenuss PecnyOnuku — bamkoprocran»,  oTaeneHuss — Hedpoioruu
['ocymapcTBEHHOTO OFOJKETHOTO YUPESKICHHUS 3ApaBOOXpaHeHus TBepckod obmactu «[lerckas
ropojickas KiuHW4Yeckas OonmpHUIAa Ne 1». Pe3ymbTaThl HaydHOrO WCCIICIOBAHHS BKJIIOYEHBI B
yaeOHbI Tpomecc kKadenpel mnemamarpuu JedeOHoro QakynpreTra HayuHo-00pazoBaTenbHOTO
MHCTUTYTa KiauHu4Yeckod Meauumabl uM. H.A. Cemamko ®enepanbHOro rocyaapCTBEHHOTO
OIO/DKETHOTO 00pa30BaTENILHOTO YUYpEeXKJIeHHUs BbIcmiero oOpa3oBaHusi «PoccHiiCKMiI yHUBEpCHUTET

MeIuLMHB) MuHKHCTEpCTBA 31paBooxpaHneHns Poceuiickon denepanuu.

IIy6aukanum no Teme quccepTauuu

[To marepuanam nuccepTanu OmmyoJIUKOBaHO 25 MEYaTHBIX paboT, B TOM yucie 15 crareit — B
KypHanax, peueHzupyembix BAK Munobpuayku Poccuu, 2 — B u3iaHusIX, UHIEKCUPYEMBIX B Scopus,
3 wmoHorpaduu, B 2021 romy pa3zpaboTaHbl KIMHHYECKHE PEKOMEHIAIMH M0 TE€MOJIUTHUKO-

YPEMUYECKOMY CUHAPOMY (BO3pacTHasi KATErOpUsl: I€TH).

O0beM u CTPYKTYypa AucCePTANMHA

Huccepramus u3nokeHa Ha 354 cTpaHWIAX MAIIMHOIMCHOTO TEKCTa, COCTOMT U3 BBEICHUS,
0030pa JHUTEpaTyphl, OMHCAHUS MaTEpPHATOB M METOJOB HCCIEIOBaHUs, 5 TJaB COOCTBEHHBIX
UCCIICIOBAaHUM, 3aK/IIOUEHMs, BBIBOJOB M TMPAKTUUYECKUX PEKOMEHJAlUi, CIHMCKa JHUTEpaTypshl,
BKItoyaromero B ceds 319 wuctounukoB (17 oredectBeHHbIX, 302 3apyOexHbix). Pabota

POUJUIIOCTPUPOBaHa 42 pUCyHKaMH, COAEPKUT 62 TaOIUIIBI.

OBIIEE COAEPKAHUE PABOTBI

MaTepnam)l U METOAbI UCCJICTOBAHUA

HccnenoBanue  SBISUIOCH  OTKPBITBIM ~ KOTOPTHBIM — PETPOCHEKTHBHO-TIPOCIIEKTUBHBIME
CpaBHUTENBHBIM HEPAHJOMHU3HMPOBAHHBIM U OBbUIO BBINMONHEHO Ha Oa3ze LleHTpa rpaBUTAIIMOHHOMN
xupypruu kpou u remoauanusa ['bY3 JII'Kb cB. Bnagumupa JI3M c¢ 2002 no 2022 rr. I'pymmy
uccnenoBanus coctaBmwin 211 manmentos (99 manpunkoB u 112 geBodek) ¢ pa3nmuIHBIME (GOpMaMu
al'VC (168 nereit co cnnopaauueckoit/cemeirinoit al' YC u 43 nauueHToB ¢ MpuoOpeTeHHol GpopMoit —
CFH-AT-al'VC) B ocTpslii mepuoj 3a0ojeBaHMs, B pa3IHMYHbIe CPOKH MAaTOTCHETUYECKOTO JICUCHUS
skynuzymadbom: yepe3 1 Hememo (n=168), 2 negenu (n=115), 1 mec. (n=137), 6 mec. (n=103), 12 mec.

(n=118), 24 wmec. (n=91) u 36 mec. (n=72). be3penuauBHas BBDKHBAEMOCTb IIOCJE OTMEHBI
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JKyIu3yMaba mpoaHaIM3upoBaHa cpeau S5 mereil. Bo Bcex cimydasx mpoBeleHa OICHKa MCXOJI0B
al'VYC: unnunentnocts XbII, aprepuanshas runeprensus (Al'), mopakeHreM LEHTPaIbHOW HEPBHON
cucrembl (IIHC), rumeprpoduueckas u gunatanronHas kapauomuonatus (IKMIT u JKMIT)
yactuaHas arpogus 3purensHoro Hepsa (HA3H) u netanbHbIi HCXO.

Bcem nersim ObLIO MpoBENEHO CTaHIApPTHOE OOcieloBaHUE, BKIIOYaBIlee cOOp aHaMHe3a,
OCMOTp, OIICHKY (PU3UYECKOro pa3BUTHUSA, KIMHUYECKUH aHaiu3 KPOBH, OMOXUMHYECKHH aHaIu3
KpOBH, KOaryjaorpaMmy, oOLIMI aHaau3 MOYHM, AMATHOCTUKY 3uiepuxuno3oB (n=107), uccienoBanue
aktuBHOCTH ADAMTSI13 (n=195), ypoBus antuten kinacca IgG nporus daxtopa H (n=121), MAK
(n=40). I'enernueckuii mpodrip naruentoB o nanenu «al YC» (MCP, CFB, CFH, CFHR1, CFHR2,
CFHRS, CFHR4, CFHR5, CFI, DGKE, PIGA, THBD, C3, ADAMTS13, CAPG, C2, MMACHC, INF2,
VTN) usyuyen B 172 cnyuasx, tpombodummueckuii craryc (FGB, PTG, FV Leiden, PAI-1, ITGA2,
ITGB3, MTHFR, MTR, MTRR) — B 54, Mopdooruieckoe Mccie0BaHHE TKAHU MMOYKU MPOBEICHO Y
23 nmeteid.

JInarHoCcTHUKa SMIEPUXHO30B MPOBOJIMIACH METOJIOM IMojuMepa3Hou nenHoi peakuuu (ITL[P),
aktuBHOCTE ADAMTSI13 omnpenensimace merogom FRET ¢ wucnons3oBanuem  (iarooporeHHOTo
cyOctpara, wuccinempoBanue antuten kiacca IgG  mporuB  ¢dakropa H um  pactBOpEMOro
MeMOpanoarakyomero komiuiekca (MAK) — wmeromom TBepaoda3oBoro HUMMYHO(PEPMEHTHOTO
aHanuza. Jmarnoctuka TtpomOodminu npoBoauiach Meronom IIIIP B couertanunm ¢ aHaIU30M
NOJTMMOP(HU3MOB JUIMHBI PECTPUKTHBHBIX (DParMEeHTOB WM OJHOHHUTEBOTO KOH(OPMAIIMOHHOTO
nommmoppuzma  JIHK. MHccnenoBanume TEHETHYECKOTO TPOQPMIS  OCYIHIECTBISUIOCH  METOJ0M
cekBenupoBanus HoBoro mokoseHust (NGS, next generation sequencing) ua rtatdopme Illumina Hi
Seq 2500. Ilpu Mop¢oaOrMUecKOM HCCIeAOBaHUM He(POOMONTATOB OIEHUBAIMCH PE3YNIbTaThl
CBETOBOW MUKPOCKOIIMU U UMMYHHOU (PJIF0OOpECIIEHIINN.

Uccnenoanune Obu1o 0100peHo MexBy3oBckuM Komurterom 1o 3Tuke, MHPOPMHUPOBAHHOE
COIIACHE TOJYYEHO OT 3aKOHHBIX IPEICTaBUTENIEH BCEX MAIlMEHTOB, YYaCTBYIOLUIUX B MCCIEIOBAHUU.

Jlu3aiin uccnenoBanus npeacTasieH Ha Pucynke 1.
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Obcnegoeamele gete cal VO (n=211) ]

JHArHOCTHEA
al've

CroelHaTEHEIE METOIEL

onpegenerne akTHEHOCTH ADAMTS13 & mnaze xpoeH (n=193)
onpegeneHne aHTHTEN K daxTopy H B ceEOpoTHE KpoRH (n=121)
ONIpefeleHne PACTEOPHMOTD MEMOPAHOATAKVIOMETD KOMILIEKCA E

CEEOPOTEE KpoBH (n=40)

HCCIEI0BAHHE TEHOE KonMInenMeHTa mo nasems al vO (NGS) (n=172)
Hecnegoeame J[JHK-mommvopdHIMOE TeHOE TeMoCTaza H QepMEHTOE

fronmatrOrO DHEIA (n=34)

ﬂ;ﬁmmpm{me METOEl HCCIET0EaHHT

& MOopdOIOTHIE CROE HOCIe 0EaHHE TKAHH IN09KH (n=23)

~

/

DopumEpoBanmEe Crnopammeckad/ceMetinag fopua [Mpuodperennan dopma al vC
TpVIm al'vVC (n=168) (n=43)
N M
MyTaimH reHoE KOMILTEMEHTA . TOMOIHTOTHAT JeTeIHs

(n=39)
MyTamm
HeKOMIUTEMEHTAPHEL TEHOE

(n=11)
MyTamii se BEIETEHO (n=01) Y,

Jlegemme al vC

ILmazMo-
Tepamd
(n=24)

JEymHIyMat
(n=187)

bezpermimHERAT
ERLEHEAEMOCTE

Otuena JxymazyMaa (n=33)

Hexomger al VT

« [eTepozHroTHad JemelHA

« Jlenenwel He BEMEIEHO (n=3)

.

CFHRI|CFHR3 (n=218)

CFHRI|CFHR3 (n=%8)

-

-

Ouenxa 3 deKTHEHOCTH
AKYIHIVMa0a depes
6 mec. (n=103);
12 mec. (n=118);
24 mec. (n=01)
36 mec. (n=72) __/’

Penmccna (n=46);
Pemamae (n=9)

XBIT CO (n=100); XBII C1 (n=43); XBII C2 (n=22); XBII C3 (n=11);
XBIT C4 (n=2); XBII C5 (n=11); AT (n=76); [ENII (n=29);
JENIT (n=13); nopazeme [THC (n=13); YASH (n=8); ymepmo (n=20)

Pucynoxk 1 — [{u3zaiin ucciieqoBaHus
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Cratuctuueckas 00pabOTKa JaHHBIX MPOBOAMIACHE C MOMOIILI0 mporpaMm Microsoft Office
«Excel 2010», STATISTICA 6.0 u maketa R, Bepcus 4.1 (R Core Team (2022). CooTBeTCTBHE BHIa
pacnpezesieHusl KOJIMYECTBEHHbBIX II0Ka3aTeNleld 3aKOHY HOPMAJIBHOT'O pPaclpeIeeHNs BBIOIHIIOCH C
ucnonb3zoBanueM kputepust [lanupo-Yunka. KonudyecTBeHHbIE AaHHBIE OMHUCHIBAIUCH PACUETHBIMHU
nokazatessiMu: Meauana (Me), HkHUE (25-1 epleHTHIb) U BepXHuil (75-1 MepleHTHIb) KBapTHIIh
[Q25; Q75]. CraTtucTuyeckas 3HAYMMOCTh Pa3IHYUil OLIEHHBAIACH C IPUMEHEHUEM KpuTeprs MaHHa-
VYutHu, xpurepus Kpackena-Yomnuca. kpurepust x2 Ilupcona m tounoro kpurepus @uiepa. [Ipu
HEOJHOPOAHOCTU 1o Kputeprio Kpackena-Yosumca mpoBoaniIcs arnocTepHOpHbIi (post-hoc) anamus
MyTEM MApHBIX CPAaBHEHUH MEXIy TpyINIlaMu MO KpUTEpUI0 MaHHa-YUTHU C MOINpaBKoM Xoama-
Bbondepponu Ha MHOXKEeCTBEHHbIE cpaBHEHUS. KauecTBeHHbIE MOKa3aTeNln MPeICTaBICHbl YaCTOTaMH U
npoueHTamu B rpynnax. CooTBETCTBHE pacHpeeIeHNUs T€HOTUITNYECKUX YaCTOT PaBHOBECHIO Xap/iu-
BaiinOepra nposepsuin ¢ nomotusto kpurepus x2 Ilupcona mnu tounoro kpurtepus ®Pumepa. [Ipu
orleHke A(pdexTUBHOCTH SKynu3ymada MOBTOPHBIE H3MEpPEHHUs KOJMYECTBEHHBIX IIOKa3zarenei B
TEYEHHE CPOKa JICUCHUS CPABHUBAINCH C TOMOIIBIO KpUTepusi BUITKOKCOHA [T CBSI3aHHBIX BEIOOPOK C
nonpaBkoid  Xonma-boHpeppoHn Ha MHOXKECTBEHHBIC CpaBHeHUs. [lpu aHanmm3e W3MEHEHUs
KaueCTBCHHBIX TOKa3aTelIed B IMPOLECCE JICUCHUS NPUMEHSIUCh: Kputepuii Mak-Humapa s
OMHApHBIX TMOKa3aTelneil W Kputepuil MapruHanbHON opHoponHoctu CTroapTra-MakcBemna Auis
MYJIBTHHOMHAJIbHBIX TTOKa3arene. st pacuera BBDKMBAEMOCTH JeTeN IpUMeHsIach oneHka Karnan-
Maiiepa, cpaBHEHUE IPpyII 110 BBDKMBAEMOCTH NIPOBOJMWIOCH C UCIOIb30BaHUEM JIOT-paHK TecTa. J{is
ornpezeNieHusl MPEAUKTOPOB Pa3BUTHS HEOJAroNpUATHBIX MCXOJI0B PAaCCUUTHIBAIOCH OTHOCHUTEIbHBIN
puck u 95% noBepuUTENbHBI MHTEPBAI Ha OCHOBAaHUHU KO3 UIIMEHTOB O0JHO(PAKTOPHON perpeccuu

Koxkca. YpoBenb ommOku nepBoro pojaa o 011 NpuHAT paBHbIM 0,05 171 CTaTUCTUYECKOTO BBIBOAA.

Pe3y.]'II)TaTbI HCCJICA0OBAHUA U UX oﬁcyﬁmelme

Kiaununko-1aéopaTopHasi XapaKTepuCTHKA JeTell ¢ AaTHNMYHBIM

r¢eMOJIMTHKO-YPEMHUIECCKOIo CHHAPOMA

Bospact nanuentoB Ha MomeHT aebiota al' YC cocraBun ot 1 mec. 1o 17 ner 3 mec. (Me
Bo3pacta 50 mec. [18; 78]; y manpunkoB Me 59 mec. [24; 83], y neBouek — Me 40 mec. [16; 74]).
Cpenu nesouek al' YC Bcrpeuancs Heckonbko uvamie (53,1% vs 46,9%, coorBerctBenHo). B 50,7%
ciry4aeB 3a00J1€BaHNEe Pa3BUIIOCH y JIeTel >3 JeT.

B 81,5% cnydaeB al'YC peanu3oBbIBaJICS MOCJE BO3IEHCTBUS KOMIUIEMEHT-aKTHBHUPYIOIINX
cocrosiauii (KAC). Tlpu stom B 70,1% cnyuaeB Oakrepuanbhbie (52,9%) u Bupychbie (33,2%)
MH(pEKINN SBISUIMCH Tpurrepamu 3abosneBanus. B 51,7% cinydaeB al'YC Obul cBsizaH ¢ AuapeiiHbIM
npoapomom. Bropeim mo gactote KAC sBuiocs OP3 (19,2%), tperbum — Bakumuaius (17,6%). B
18,5% (n=39) cnyuaeB al' YC He Obuio BosiBieHo KAC, npu 3Tom 3a00seBaHie XapaKTepU30BaIOCh
MOCTETNIEHHBIM HAYaJIOM C IIPOTPECCUPYIOIIUM B TIOCIEIYIOLIEM TEUEHUEM.

B 75,6% naomogenuit al'YC paswicst B mepByto Heaemto oT BosaeictBus KAC, omgHako

TONbKO B 47,4% ciiydaeB 3a00Ji€eBaHUE AMArHOCTUPOBAIOCH B TMEPBBIE JIBE HEACIM OT AcOr0Ta M3-3a
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OTCYTCTBHSI BAJIMJIUPOBAHHBIX JTAOOPATOPHBIX KpUTEpHEB 3aboieBaHus W HemocTymHocTH a0 2011
roja TectoB, mo3Bosstomux auddepenimporath dopmel TMA. Jlo 2011r. muarHoctuka al'yYC
3aanMana B cpenaeM 3 mec. ¢ 2012 r. — gyth Gonbine 2-x Henenb (Me 91 cyt. [16; 600] vs Me 16 cyT.
[6; 31], p=0,019). B 26,1% cnydaeB Ob1710 XapaKTepHbIM peruanBupymomiee Teuenue al'yYC, mpuuem B
50,9% ciyyaeB JUArHOCTUPOBAHO >2 pPEIUAMBa 3a00JICBaHUS.

B cocrosinuu cpenneit Tspkectu rocnutanusuposano 27 (12,8%) mauuenTtos, B TsxesnoMm — 135
(64,0%), kputnueckoM cocrossHuu — 49 (23,2%). B ocTpoM mepuoie reMopparuuecKuil CHHIPOM
pasBuics y 121 (57,3%) nereit, AI' — y 157 (74,4%), cuHIpOM IMOJIMOPraHHOW HEIOCTATOYHOCTH
(CIIOH) — y 181 (85,8%). B % cnyuaeB (75,7%) Obuta nuarHocTUpoOBaHa NUCHYHKIUS >2 CHCTEM.
OIIIT pa3zBunock y 210 (99,5%) nereii. Cpeay BHENOYEUHBIX MPOSIBICHUN Hanbo0Iee YacThIM SBISIIOCH
nopaxkenue XXKT (61,6%), cepaeuno-cocyauctoit cucrembl — CCC (57,3%) u LHTHC (52,6%), penkum
— MOpaXEHHe KOXKH U JUCTAIBbHBIX OTnenoB Konednocrteit (0,9%). B 27,0% cnydaeB pa3Buiioch

nopaxenue Jerkux, B 20,4% — oprana 3penus (Pucynok 2).

Koxa
T'naza
Jlerkue
AKKT
cCcC
[THC
QIIII

0,00%  20.00% 40,00% 60.00% 80.00% 100,00% 120.00%

ma[vC
Pucynoxk 2 — Yacrora nmopakeHust mo4ek, Apyrux opranos u cuctem npu al YC y nereit (n=211)

ITopaxxenne IIHC  xapakTepu3oBajioCh ICHUXOMOTOPHBIM  BO30yxaeHuem  (25,2%),
rayumoruHarusamu (11,7%), cynoporamu (60,4%), Hapymienuem cozHanus (43,2%), OTEKOM TOJIOBHOTO
mo3ra (28,8%), ocTpoil HEOCTaTOYHOCTHIO MO3TOBOTO KpPOBOOOpAIIEHHS MO HMIIEMUYECKOMY THUITY
(36,9%), xpoBomznusiHueM B rojoBHOW Mo3T (9,0%), TpomOO30M caruTTanbHOrO cuHyca (2,7%) u
KOpKoBoO# cienotor (3,6%). OcTpas cepaeyHO-COCYIAUCTasi HEJOCTaTOYHOCTh pa3Bmiack B 16,5%
cly4asix, MPU3HAKA UIIEMHH MHOKapnaa — B 6,5%, octperii nHbapkT muokapaa — y 3 (1,4%) nerei,
cHwkeHne (pakiuu BoiOpoca (<60%) — B 10,9% wnHabmroneHuit, runeprpodus MUOKapaa JEBOTO
KeNyaouKa, JUIaTalys Kamep cepia U pacimpeHne Bocxosimeit yactu aoptel — B 24,0%, 63,6% u
17,3%, cootBerctBenHo. [lpu sxokapauorpaduu BbISBISUICS OTeK MHOKapaa (27,3%), yromiieHue
CTEHOK KOpOHapHbIX cocymoB (5,8%). Haubosnee wacTto pa3BUBAICS OCTPBIA PECHUPATOPHBIN
nuctpecc-cuHapoM (91,2%), 3HaUuTEeNBHO peke — TPOMO03IMOOIHS MEIKUX BETBEH JIErOUHON apTepun
(12,3%) wu nerounoe kpoBoTeueHue (5,3%). Cpeau mnpusHakoB mnopaxkenuss KKT wamie
JTUArHOCTHPOBAJIOCH TIOBBIIIEHNE IEYeHOUHbIX TpaHcdepas (87,7%) u pa3Butue nankpearuta (30,0%),

OCJIO)KHUBILIErocsi B 3 ciy4yasiXx MaHKPEOHEKPO30M. SI3BeHHBbIE ACPEKThl CIU3UCTON PpPa3TUYHbIX
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otaeno JXKKT onpenensmcs y 15 (11,5%) nereit, :eny109HO-KUIIIEYHOE KPOBOTEUCHHE PA3BUIIOCH Y
14 (10,8%). B 51,2% cnyuaeB y nereit ¢ al'YC ompezensuiach mypuepornono0Has peTuHonatus. B
OJIHOM HaOJIIOJICHUM HMMEJI0 MECTO pa3BUTHE JWTUTAIBHON TaHTPEHBI JUCTANBHBIX OTJCIIOB
KOHEYHOCTEH, B JPYTOM — HEKPO3bl YIaCTKOB KOXKH Ha TOJICHSIX.

MukpoaHruonaTuyeckuii reMoyiu3 y Bcex JeTeld xapakTepusoBajics pasButhuem KymOc-
neratuBHoi anemun (Hb Me 80 r/n [70; 95]) ¢ noBbimenuem nakraraeruaporesassl — JIJIT (Me 2480
En/n [1365; 3670]), camxenunem rantornoouna (Me 0,03 r/n [0,02; 0,08]) u y 135 (67,8%) namnueHToB
— runepompyonnemueit (Me 27,2 mxmons/a [14,4; 45,8]). TpomOouTONeHNsT TUAaTHOCTHPOBAHA B
89,1% ciyuaes (Me 71x10%n [48; 105]), B 10% 3aduxcupoBaHo noTpedieHne TPOMOOIUTOB Ha >25%
OT MCXOJIHOTO YPOBHS U TOJIbKO JIMIIb Y 2 IeTel ypoBeHb TPOMOOIUTOB He cHuxkancs. Y 151 (71,6%)
MalMeHTa IIUTEIBHOCTh TpoMOomuTonenun cocraBmwia >2 Heaenb. OIIIl muarHoctupoBano y 210
(99,5%) nereit ¢ al'YC. B 32,2% cnydaeB — ¢ COXpaHHBIM JUYPE30M, B OCTaJbHBIX — C OJUTYPHUEH
(32,7%) wn amypueit (35,1%) c npautensHOCTBIO >7 cyT. y 2/3 nereit (66,2%). Hapymienue
A30TOBBIACIUTENBHON (PYHKIIMU XapaKTepu30BajoCh MOBBIIIEHHMEM MO4YeBUHBI (Me 23,6 MMOib/1
[17,3; 33,7]) u kpearuruna (Me 432 mxmonb/a [319; 695]). duanuzzasucumoe OIIIT passuiocs B 134
(63,5%) nabmonenunit. Menuana niutensHoctu 3IIT coctaBuna 17 cyr. [5; 37], npuuem B 61,2%

cilydae ¢ MpoA0JDKUTEIBHOCTRIO >14 cyT. (PucyHok 3).

JmHTe EHOCTE aHYDHH Jmarenenocts 3IIT

25(33,8%)

m<7 cyrox W>T cyToK W =14 cyTox W >14 cyToK

Pucynok 3 — [TpogomKUTEIbHOCTh aHYPUH U 3aMECTUTENBHOM MouedHoi Tepanun y aeteii ¢ al'yC

Camxenne C3 moarBepxkaeHo y 92 (55,1%) nmereid, 4TO CBHUIETEIHCTBOBAIO 00 aKTHBAIIUU
aTbTEPHATHBHOTO MyTH KoMmIiemMeHTa. B 77,8% cimydaeB BBIABIISIIACH TPOTEUHYPHS HEPPOTHIECKOTO
ypoBHs, B 46,6% — makporemarypus. [Ipu onenke remocrasza B 72,1% HaOIIOEHHUIX OINPENENIOCh
MOBBIIIIEHUE PACTBOPUMBIX (PUOPUH-MOHOMEPHBIX KoMILiekcoB — POMK (Me 6 mr% [4; 8]) B 93,5% —
D-mumepor (Me 1742 ar/miu [968; 3092]), sBastomuxcss HHANKATOPOM aKTHBHOTO (hUOpHUHONIM3A U
MHTEHCUBHOW BHYTPUCOCYAMUCTOM remokoaryisiuu. [lo naHHbIM MOp(doiI0ruueckoro uccieaoBaHus
HeppoOuonraTtoB octpas ¢opma TMA nuarHoctupoBaHa B 5 ciydasx, XpoHumdeckas — B 10.
OnHOBpEeMEHHO NpPU3HAKU OCTpoil M XpoHmueckoii TMA omnpenensmuch y 3 TalMEHTOB,
Hedpockiepo3 —y 5.

I[Ipn muddepenumansuoit auarnoctuke al'YC ¢ npyrumum popmamu TMA cHIKEHHE
aktuBHOocTH ADAMTSI3 (Me 76% [61; 91]) peructpupoBanock y 110 (56,4%) mnauueHTOB,
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MOBBINICHHE YpoBHS aHTUTEN K (pakTopy H B 39 cimydasx. Bo Bcex Habmomenusx (n=40) MAK Obu1
MOBBILICH, YTO MOATBEP)KIATO aKTHUBALMIO aJbTEPHATUBHOTO IMYTH KOMIUIEMEHTa Y MalleHTOB C
pa3BuBLieiics TMA.

Ha ocHoBaHMM mpOBeACHHBIX uHccienAoBanuit y 162 (76,8%) nereld auarHOCTHpOBaHA

crniopaaundeckas popma al'YC, y 6 (2,8%) — cemeitnas u y 43 (20,4%) — npuobpetenHas Gopma.

CpaBHI/ITeJIbHaﬂ XaAPaKTEePUCTUKA MAIUEHTOB C pa3/IMYHbBIMUA (l)OpMaMI/I ATHIITUYIHOTO

reMOJIMTHKO-YPEeMUYeCKOTro CHHAPOMA

Jlnisi mpoBeNeHHUs CPaBHUTEIBHOTO aHajiM3a OCOOEHHOCTEH TeueHus: paznuyHbix (opm al YC
BBIJICJICHBI JIBE TPYIIbI MauenToB: | coctaBuiam 168 meteii co cropamuueckoii (N=162) u cemeiinoi
dopmoii (N=6) 3aboneBanus, |l — 43 pederka ¢ CFH-AT-al'YC. I'eHaepHbIX pa3iuuuii IpyU CpaBHEHUH
rpymnn He BbisBieHO (p=0,650), HO Bo3pacTHbie cpoku peanusauuu al' YC paznmuuanuce: y gereit |
rpymsl qedrotuposano 3abonesanue ¢ Me 37 mec. [16; 70], a npu CFH-AT1-al'VC — ¢ Me 84 mec. [57;
112] (p<0,001). B 5 pa3 yame ne6rot al' YC mpuxoamsics Ha BO3pacT A0 3 jer y aereit | rpymmsr
(p<0,001), a mpu CFH-AT-al'YC — B 2 pa3a vaiie B Bo3pacte >4 jet (p<0,001).

B I rpynne KAC nnentuduimponansl B 82,7% (n=139) cinyuaes, a Bo Il B 76,7% (n=33). OKI1
siBuitach ocHoBHBIM KAC B o0eux rpymmnax (44,0% vs 44,2%, cootBeTcTBeHHO). OHAKO JUApPEHHBII
POJPOM BUPYCHON ATHOJOTHH BCTpedalcs Toiabko y aereit I rpynmbel. OP3 u Bakuunanusa kak KAC
HECKOJIbKO yarle Auarsoctupoanock B I rpymme (16,7% vs 11,6% u 6,5% VS 4,7%, COOTBETCTBEHHO),
a Bo |l — repriecBupycHbie uHpekimu u Tpasma (1,8% vs 7,0% u (0,6% vs 4,6%, cOOTBETCTBEHHO).
be3 myckoBoro dakxropa al'YC pa3BuBaincs Heckonbko uamie y aereit Il rpymmsr (17,3% vs 23,3%,
COOTBETCTBEHHO).

Cpoku pazsutus al' YC nocne BozaeiictBuss KAC He paznmuuanuce B rpynmnax (p=0,833). B
cpenHeM 3aboJieBaHME pa3BUBalIoOCh Ha 2-7 cyT. y OonbmmHcTBa nerert (70,5% Vs 66,7%; p>0,05).
Onnako nuarnoctuka al'YC B psize ciiydaeB ObUla OTCPOUEHHOW H3-3a AMApeHHOro mpojapoma. B
TaKUX CIy4dasX JUarHo3 YCTaHABIMBAJICA HAa OCHOBAHMM Tporpeccupyromiero TeueHus TMA,
MOBTOPHBIX 3MH30/0B MOTPEOIEHUsT TPOMOOLUTOB, MPHUCOEINHEHNUS SKCTPAapEHATbHBIX MPOSBICHUMN
npu paspemaromieiics OIIll, BeisiBnenus antuten k dakropy H. B mocmemyromem, mamarsos
MOATBEPKIAJICS TP OOHAPYKECHUH MyTaIliii reHoB KoMriemenTa, aeneruii CFHR1|CFHR3.

TspkecTh COCTOSTHUS MPU TOCTIUTATU3AIMU B CTAllMOHAP HE pa3jinyanach B TPYMIax — OOJbIIe
MOJIOBUHBI JETEN mocTynainu B TsbkesnoM coctosHuu (60,7% vs 76,7%, p=0,14). Tlpu cpaBHUTEIbHOM
aHaM3e KIMHUYeCKUX mnpossiaeHnid al'YC yCTaHOBIIEHO, YTO JMXOpaJKa, BSUIOCTh, COHJIMBOCTb,
OJIETHOCTh KOKH, TMPHU3HAKH THIEPTHApPATAlMd W CHMITOMBI WH(peKmuoHHoro mnopaxkeHus XKT
NPaKTUYECKH OJMHAKOBO BCTpedaiauch B rpymmax. OnpHako B | rpymnme darie AMarHOCTHPOBAJIOCH
NICUXOMOTOPHOE BO30YXJeHue, cyaoporu, auapes u remokosut (p>0,05), a Bo Il — ukTepuuHOCTH
koxH u ckiep (p=0,003), nedanruu, roloBOKpyKeHNE, YyBCTBO CTpaxa, FreMOPPAaru4ecKuii CHHIPOM
(p=0,094). V OGonpmuHCTBa AeTei B rpymmax peructpupoBanack Al (75,6% vs 69,8%; p=0,721).
Bonee uem B 20% ciydaeB He ObLIO BBISBICHO MPU3HAKOB 00BEMHOM Meperpy3ku B rpymmax (p>0,05).
V nereit ¢ CFH-AT1-al'YC B 1,5 pasa yame pazBuBanock Heornurypuueckoe OINII. Cpenu nanuenTos |

rpynmel B 2,1 pasa wame omnpenemsuiock anypudeckoe OIIIl u3-3a Oosee 9acToro pa3BUTHSA
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KopTHKaabHOTO Hekposa (8,0% vs 2,4%, p=0,348). [Ipoao/DKUTEIbHOCTh aHYPUH HE pa3iinvanach B
rpymmax (Me 12 cyr. [5; 21,5] vs Me 12 cyr. [7,5; 20], p=0,676), coctaBuB >7 cyT. y OOJIBIIMHCTBA
neteit (65,2% vs 75,0%, p>0,05). IIposeaenue 31T Heckonbko yamie TpedoBanock B | rpymme (65,5%
Vs 55,8%, p=0,319) (Tabauma 1).

Tabnuna 1 — XapakTepucTHKa KIMHUYECKHUX MPOsBIcHU pa3nuuabix Gopm al'YC y mereit (n=211), n

(%)

| rpymnmna Il rpynna
[Tpuznak p
n=168 n=43
HIKTepUYHOCTH KOXKH CKJIEp 65 (38,7) 28 (65,1) 0,003
Orexu: 0,382

-HeT 38 (22,6) 12 (27,9)

-eCTh 130 (77,4) 31(72,1)

Huypes: 0,074

- COXpaHeH 49 (29,2) 19 (44,2)

- OJIUTYpHST 53 (31,5) 16 (37,2)

- aHypHsI 66 (39,3) 8 (18,6)
JITUTEensHOCTh ONUTypuH, cyT., Me [Q25; Q75] 71[4; 12] 5 [4; 26] 0,886
JlnuTensHOCTh anypuH, cyT., Me [Q25; Q75] 12 [5; 21,5] 12 [7,5; 20] 0,676

-<7 cyr. 23 (34,8) 2 (25,0) 0,873

->7 cyT. 43 (65,2) 6 (75,0)
I'eMopparuueckuii CHHIPOM: 91 (54,2) 30 (69,8) 0,094
KoprukanbHblil HEKPO3 13 (8,0) 1(2,4) 0,348
AprepuanbHas THIIEPTCH3US: 127 (75,6) 30 (69,8) 0,721
CITIOH 145 (86,3) 36 (83,7) 0,947
[TorpebHocTs B 31T 110 (65,5) 24 (55,8) 0,319

B OompmmncTBe ciniydaeB y geredt B rpynmax umeno passutus CIIOH (86,3% vs 83,7%;
p=0,947), npuyem yaiie ¢ auchynkuueii >2 cucreMm (75,9% vs 75,0%, cootBeTcTBeHHO). [Topakenue
I[MHC oaunakoBo BcTpeuanuchk B rpymmax (51,8% vs 55,8%, coorBercTtBeHHO). OnHako y aereid |
rpynnsl  yame pasBuBanuch cygoporu (p=0,429), xoma I-III ct. (p=0,352) u BBIIBIAIOCH
UIIEMUYECKOe TMopakeHue rojoBHoro mosra (p=0,738). Bo II rpynme wame pa3BuBajics CHHAPOM
3amHel oOpatumoit sHIedanonatun (p=0,011), TMarHOCTUPOBAIIOCH KPOBOMBIIUSHUE B TOJIOBHON MO3T
(p>0,05). Tlopaxenue cepana Bcrpeuanoch uamie y nereir ¢ CFH-AT-al'YC (55,4% vs 65,1%;
p=0,326). Tak, B 3TO# rpymne yaiie JUarHOCTUPOBAIACH TUTIEPTPODUSI MUOKAp/Ia JICBOTO KETyT09Ka
(p=0,004) 1 mexokenmymoukoBor meperoponku (p=0,258), pacmmpeHre BOCXOMSIICH YacTH a0pPThI
(p=0,205) u nunaramus aeBoro xenynouka (p=>0,99). [lns aereit I rpynmnsl 6osee xapakTepHbIM ObLIO
pasBUTHE CYOPHIOKApAMAIbHON HWIIEeMHUH, KOPOHAPOMATWUH, JIETOYHOW THUIEPTEH3UH U OCTPOH
cepaeuHo-cocyauctoii Hemoctarounoctu (P>0,05). Yactora mopaxenue opraHoB abixanust, JKKT,
oprana 3peHus He pasnuyanach B rpymmnax (p=0,668, p=0,161 u p=0,592). Oxnako B I rpymme gare
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MOBBIIIAINCH TeueHouHble TpaHcdepassl (57,7% vs 39,5%; p=0,049), obuapyxuBaguch sS3BEHHbBIC
nedexrsr Bepxuux otaenoB XXKT (6,5% vs 2,3%; p=0,485), 1uarHoCcTHPOBAJICS OCTPBIA MAHKPEATHT

(20,8% vs 9,3%; p=0,129) c ucxonom B nmankpeoHekpos (n=3) (PucyHnox 4).

70.00%
60.00%
50.00%
40,00%
30.,00%
20,00%
10,00% I I I
0,00% —
ITHC CcccC HET Jlerxne T'nasa Kosa

B Cniopagnyeckas/cemeiinag popmaal YC ~ ®mCFH-At-al VC

Pucynox 4 — Buenoueunsie nposiBiieHUs pH pa3mnyHbix popmax al'YC y nereit

Taxxe B 3TOH rpyIie yaiie pasBuBasiack nmypueponogoOHas peruHomnatus (11,3% vs 7,0%;
p=0,582). Hekpo3 nucTanbHBIX OTAEIOB KOHEUYHOCTEW M KOXKHU B IIPOEKLMU TOJIEHEH B pe3ysbTare
OKKJIIO3UM COCYZIOB Pa3BWJIMCh B €AMHUYHBIX HaOmoneHusx y aeredl I rpynnsl. PeunauBupyrommuit
xapaktep Oone3Hu vaie BoisiBisuics y nanuentoB ¢ CFH-A1-al'YC (23,9% vs 35,0%, p>0,05), B Tom
gucite > 3 snu307108 (7,8% vs 11,7%, p>0,05).

[Ipu cpaBHHMTENbHOM aHanmmu3e JlabopaTtopHbIXx mgaHHBIX y gered ¢ CFH-AT-al'YC
CTATUCTUYECKU 3HAYMMO Yallle pa3BUBajiach Oosee Tsokenas anemus (Me 63 /i [54; 72] vs Me 58 r/n
[51; 64]; p=0,006) u runepounupyounemus (p<0,001) I['emonuTHYeCKHil XapakTep aHEMHUH
noaTBepxanca nossimenueM JIJIIT >10 wopm B rpynmax (p=0,978), cHmXKeHHEM ranToriodnHa
(p=0,793). Crenenb BBIPAXXCHHOCTH HAPYIICHHUS a30TOBBIICITUTENBHON (DYHKIIMU TIoueKk Obuia
comsmepumoii B rpymmax (p>0,05). BeipakeHHOCTh TPOMOOIMTONICHUH HE pa3iiyaiach B TPyIax, B
OTJIMYUM OT €€ MPOJOKUTENILHOCTH, KoTopas Oblia Bhile Takxke y aereit ¢ CFH-At-al'VC (Me 22
cyt. [10,5; 32] vs Me 29 cyr. [23, 42], p=0,008) (Tabauma 2, Pucynox 5).

Tabmuma 2 — JlaboparopHble oka3aTenn y Aerei ¢ paznmuuabiMu popmamu al YC (n=211), Me [Q25;

Q75]

[Tokazarens al'YC (n=168) CFH-ar-T'VC (n=43) p

Hb, r/n 83 [70; 96] 75 [63; 89] 0,130
max cumwxkenue Hb 63 [54; 72] 58 [51; 64] 0,006
PLT, x10%n 74 [48; 104] 68 [47; 103] 0,725
JIAL, Ex/n 2475 [1331; 3717] 2580 [1511; 3302] 0,978
OO1wii OHMITUPYyOHUH, MKMOJTB/JIT 25 [13,7; 40,6] 46,6 [24,6; 67,3] <0,001
Kpeatunus, MKMOJIB/T 207 [129; 327] 220 [128; 315] 0,696
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PucyHok 5 — JIIUTeIpHOCTh TPOMOOIMTOIIEHUH MPH pa3indHbiXx popmax al' YC y gereii (n=211)

OnexTponutHble pacctpoiictBa npu OIIIl xapakrepu3zoBanuch pa3BUTHEM TUIIEPKATUEMUU B
rpynnax (14,6% vs 12,8%; p>0,05) u runonarpuemueii «pazseaeHus» (56,0% vs 42,1%; p>0,05). B |
rpyImime 3Ha4uMo yarie noBbimancs ypoBenb AJIT (Me 42 En/n [22; 81] vs Me 29 cyr. [17; 41];
p=0,023). 3nauenne ACT y noJ0BHHBI MALIMEHTOB MPEBBIIIAT 3-HOPMBI U HE pa3nyalics B TPyIIax.
[Ipu pa3BuTHM maHKpeaTuTa 4Yalle MOBbIMIAICA ypoBeHb aunassl B | rpynmne (51,1% vs 28,6% u Me
400 En/nm [142; 1527] vs Me 186 En/nm [91; 591], p=0,2). M3MeHeHus remocTasa B TrpyIIax
XapaKTepU30BAIKNCh THIEPKOATYISIIMOHHBIM CABUTOM, MPOSBISIONIMMCS TOBBIIIEHUEM YPOBHEMH
POMK (p=0,911) u D-mumepos (p=0,079). IIporennypusi HeppOTUIECKOTO YPOBHS YaIlle BBISBISIIACH
y nereir ¢ CFH-AT-al'VC (74,4% vs 90,5%; p=0,074). [IpakTuyecku BO BCEX Cllydasix B IpyIax
otmeyanach rematypus (p=0,697) BILIOTH 10 Makpockomuueckoi (46,3% Vs 47,6%, cOOTBETCTBEHHO).
AxtuBHocte ADAMTSI13 B rpynmax He pasnuuanack (Me 75% [61; 88] vs Me 82% [65; 97];
p=0,102). AkTuBanMsi cuCTeMbl KOMILJIEMEHTa MOJTBEp:KJanach nosbiieHneM ypoBHI MAK y Bcex
nereit (Me 3590 mxEn/mn [2894; 4548] vs 3330 mxExn/mi [2860; 3629], p=0,719).

Takum o0pa3zoMm, HeCcMOTps Ha MOIUMOPGU3M KIMHUYECKMX MPOSBICHUNH W NPUYMHBI,
BBI3BIBAIOIINE HEKOHTPOJIUPYEMYIO AaKTHUBAIMIO KOMIUIEMEHTA, TSDKECTh TEUCHMs Pa3iIMuYHBIX (HopM

al'VYC ne otnuuaercst Apyr OT Apyra.

I'enernyeckuii npoguib 1eTed ¢ ATHNHYHBIM IeMOJIUTHKO-YPEMUYECKHUM CHHAPOMOM

MonekynsipHo-reHeTnueckuil ananu3 no nanenu al'yC soinonnen y 172 (81,5%) nanueHToB ¢
al'VC (131 pebenok — co cnopanudeckoii / cemeitnoit popmoit, 41 — ¢ CFH-A1-al'YC). ¥V nereit co
cniopaauueckoit/cemeiitnoit popmoit al'YC B 53,4% (n=70/131) ciy4asx ObUIH BBISBICHBI MYTallUiU
KOMIUIEMEHTapHBIX ¥ HEKOMIUIEMEHTapHBIX TE€HOB, MMEIONINX pa3HOoe KIMHUYeCKoe 3HaueHue. B
17,1% wu 7,1% cnydaeB BcTpedasmch u3onmpoBanHble MyTtanuun CFH u CFI, coorBercTBeHHO. B
OJIMHAKOBBIX CIIyYasx Ompenensuiuch reneruueckue Bapuantel C3 u MCP/CD46 (12,9% u 12,9%,
cootBercTBeHHO), THBD, CFHR5 u ADAMTS13 (5,7% u 5,7% u 5,7%, coorBercTBenH0), DGKE u
INF2 (2,9% wu 2,9%, coorBercTBeHHO). Y 22,9% mNanueHTOB OOHAPYKUBAIUCh KOMOWHHPOBAHHBIC
reHeTHYeCKre BapuaHThl, BKitovaromue reasl CFH (n=12), C3 (n=7), ADAMTS13 (n=4), MCP/CD46
(n=3), CFHR4 (n=2), CFHR5 (n=2), CFHR3 (n=1), CFI (n=1) u CFB (n=1). Y GonbummHCcTBa ACTCH
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(92,9%) myTanuu OTHOCWJIHMCH K TE€TEPO3UTOTHBIM, B OCTAJIBbHBIX HAOMIOJEHUSX — K TOMO3UTOTHBIM
(7,1%): y 2 nereit — mytauun DGKE, y 1 peGenka — 2 myranun CFH u B onqnoMm ciyyae — myranus
ADAMTS13. HecmoTpst Ha TO, YTO B HEKOTOPBIX CIy4Yasx BbIABIsuUIach myTanus rena ADAMTS13,
TTII v B ogHOM HAONIONEHHHM HE JAMArHOCTHPOBAHO, TaK KaK AaKTUBHOCTh METAJUIONPOTEHHA3BI
cocrapisia Bo Beex ciaydasx >10%. B 27 (38,6%) ciayyasix oTMeyalloch COYETaHHE MYTalluil T€HOB
KoMIuieMeHTa ¢ rereposurotHoi aenenueii CFHR1|CFHRS.

[TaToreHHbIe TeHETUYECKIE BAPHAHTHI BBISBICHBI ¥ 6 (8,6%) nereit u3 70 co criopagndeckoit /
cemeitnoit popmoii al'YC. Bece oOHapyKeHHbBIE TATOTCHHBIC MYTAlUK OBLIN T€TEPO3UTOTHBEIMU U B 2/3
CIIy4aeB — M30JINPOBAHHBIMU. BeposTHO-IaTOreHHbIE TeHETUYECKUE BapUaHThl TUArHOCTUPOBaHbI B 30
(42,8%) HaOMIOACHUSX, U3 KOTOPBIX reTepo3uroTHsiMu Obutn 28 (93,3%). B 6 ciyuasx oOHapyKeHbI
MYTalli¥ T€HOB, HE CBSI3aHHBIX C cucTeMoil komiuieMeHTa: DGKE (romMo3uroTHslit reHoTHIT) — y 2,
ADAMTSI13 (rereposurotuenii renotumn) — 4. Y 80,0% (24/30) oGcnexyembix BBISBICHO 1O 1
TeHEeTUYECKOMY BapHaHTy, accoluupoBanHoMy ¢ pa3zButueM al ' YC, y 6-x — no 2 Bapuanra. Tak, B 5
HAOMIOJIEHUSAX ~OMPENEISUIMCh Pa3JIMYHble BapHallMM BEpPOSITHO nartoreHHod wmyranuu MCP
(u3omupoBaHHble — 4, KOMOMHUpOBaHHBbIE — 1). B oamHakoBbIX ciydasx (N=4) — rerepo3urotTHoe
HocuTeNnbCTBO reHoB CFH (u3ommpoBanubie — 2, koMOuHMpOBaHHbIe — 2), C3 (M30JUpOBaHHBIC — 3,
komOunupoBanueie — 1), CFl (u3ommpoBannbie — 3, komOuHHMpoBaHHbie — 1), ADAMTS13
(u3omupoBanHbie — 4). B paBHbIX ciaydasx (N=2) ONpeaeisuIiCh H30JHUPOBAHHBIC T'€HETHYECKHUE
Bapuantel THBD, DGKE, CFHRS u B equanuHbIX HabmoaeHusx — myrauu C5 u CFHR2.

['eHeTnueckue BapUaHTHI C HESCHBIM KIMHMYECKHM 3HAUY€HHEM WACHTU(QUIMPOBAHBI y 34
(46,8%) nereit. Tonpko UMb y 2 MallMEHTOB OOHAPY>KUBAJIOCh TOMO3UTOTHOE HOCHTEIBCTBO: Y 1
pebenka — 2 myranuu resa CFH u B 1 cinyqae — rena ADAMTS13. Bo Bcex ocTalibHBIX HaOMIOAEHUSIX
(94,1%) ompenensnoch TETEPO3UTOTHOE HOCHUTEIBCTBO T'eHOB. [loBTOpHas BCTpeyaeMOCTh
OJIMHAKOBBIX T€HETUYECKUX BAapUAHTOB C HEOMPEICICHHBIM KIMHUYECKUM 3HAYCHHEM BBISBIICHA Yy 8
(23,5%) nereit ¢ al'YC. B 24 (70,5%) u3 34 cnyuaeB obHapyxkuBaiach myTamnus 1 rena (CFH,
MCP/CD46, C3, CFI, THBD, CFHR5, INF2, ADAMTS13), koMOuHUpOBaHHBIE MyTanmud — y 10
(29,5%) u3 34 nereii (B 7 cnydasix — 1o 2 BapuaHTa, B 2-X — 3 u B |1 HaOmoneHnu — 4). Y marueHToB ¢
KOMOWHUPOBAaHHBIMH MYTAIlMsIMH HanOoJiee 4acTO BCTPEYAINCh TeHeTHYecKue BapuanTsl reHoB CFH
(n=10), C3 (n=5) u ADAMTS13 (n=4). Ilpu aHanmM3e 4acCTOTHI BCTPEUYAEMOCTH KaXKJOT'O U3 T'CHOB,
ycTaHoBIIeHO, yTo MyTanus reHa CFH oGnapyxkuBanace 17 pa3 (B uzonmupoBanHoM Buje — 10, B
KOMOWHAIIMK C IPYTHMH reHamu — 7), y 5 meredt — myrarus rera ADAMTS13 (u3onmpoBannas — 2,
KOMOMHHMpOBaHHasi — 3), U30JUPOBAHHBIN reTepo3uroTHbiii reHotun C3 — B 6 cioyyasx, B paBHBIX
HaOmonenusx (N=2) — reno MCP/CD46, INF2, CFHR5 u B enunununbix ciydasx — reHoB CFl u
THBD. Berpeuaemocts oguHakoBbix BapuaHToB 1 INF2 u CFHRS coctaBuna no 2 ciyyast.

Cpemun gnereit ¢ CFH-AT-al'YC B 87,8% (Nn=36) cnyuyasx OOHapy>KHBAIKUCh JEJICIUU
CFHR1|CFHR3: romo3urotasix — 28 (77,8%), rerepo3urothsix — 8 (22,2%). Toabko y 5 manueHToB
neneunit CFHR1|CFHR3 He ObUTO BBISBICHO, HECMOTPSI Ha BHICOKHI YPOBEHb aHTHTEN K (akropy H.
B 7 (19,4%) wmaGnromenusix ompenensiock coueranue aeneruun CFHR1|CFHR3 ¢ renernyeckumu
BapHaHTaMU C HEM3BECTHHIM KJIMHUYECKUM 3HaUeHHEM (IIpU TOMO3UTOTHOM Aenenuu — y 6 nerei, npu

TeTEpPO3UTOTHOM — y 1 peOeHka).

20



Takum o0pa3om, B poccuiickoii koropre manueHToB ¢ al'YC reHeTrnueckas mpupoa
3a00eBaHus  TOATBEPXKIACTCS B 53,4% CIIy4aes, ¢ HeOonmpmMM  MpeobiiagaHueM
MATOTEHHBIX/BEPOSATHO MATOTEHHBIX MyTallMi HAJ TEHETHUYSCKUMU BapUaHTAMHU, 3HAUYCHUE KOTOPHIX HE
u3BectHo (51,4% vs 48,6%). Ilpu al'YC B 88,5% HaOmofneHuil BBISBISUIUCH MYTAallMUd TEHOB,
KOJIUpPYIOIMUX Oenku KoMmruieMeHTa, a B 11,5% — Myramuu reHOB, HE CBS3aHHBIX C CHCTEMOM
KOMILIEMEHTa. Y OOJBIIMHCTBA MAIIMEHTOB CO cropaauyeckoi/cemeitHon dopmoiri al'YC myramum
sBisuCh  rerepo3urotHeiMu  (92,9%), a neneumnm CFHR1|CFHR3 mpu ¢ CFH-At-al' YC -

roMo3urotubivu (77,8%).

BuusiHe reHeTH4EeCKOro HpO(l)I/IJIi[ NAIUEHTOB HA THXKECTDb TCUCHUHA AaTHIINYHOI'O

IréeMOJIMTUKO-YPEMHUIECCKOI0O CHHAPOMA Y JeTen

J1Jis OLIEHKH BIHMSHHS T€HETHUYECKOTO MPpOoQuIisi MalueHTa Ha TshkecTh TeueHus u ucxona al' yYC
BbIIeTIeHbl 4 Tpymibl nanueHtoB: B | Bonwio 36 gerell ¢ mMaTOreHHBIMU / BEPOSITHO MATOTEHHBIMU
MmyTanusimMu, Bo I — 34 ¢ MyTanusMu HEM3BECTHOTO KIMHUYECKOro 3HaueHus, B [l — 61 6e3 myranuit
u B IV - 36 ¢ neneumsmu CFHR1|CFHR3.

Bospact ne6iora al'YC B nepBbIX Tpex rpymnmnax OblT MEHBIIIE 110 CpaBHEHUIO ¢ neTbMu ¢ CFH-
AT-al'YC (p<0,002, p<0,001, p<0,001). B 0CHOBHOM TOCHUTAIU3UPOBAINUCH B TSKEJIOM COCTOSIHHH
(61,1% vs 73,5% vs 59,0% vs 83,3%, p>0,05). OgHako, B KpUTHIECKOM COCTOSIHMH Yallle MOCTYIaIn
netu, He umerontue myranuid (111 rpymma), pexxe — manuentsl ¢ CFH-AT-al'YC (IV rpymma) (p>0,05).
Jlns GonmpinmuHCTBA jAeteit (66,7%) ¢ nenenusmu CFHR1|CFHR3 6buta xapakTepHa HKTEPHYHOCTD
KOXKH U CKJIEp 10 CPABHEHUIO C IEThbMH U3 JPYTUX IPYII, OJHAKO CTATUCTUYECKH 3HAYUMBIE Pa3IHUUs
BBISIBJIEHBI C rpynmnoil namueHtoB 0e3 myrtauuit (p=0,018). V nmereii c¢ Il rpynnsl B 2 pasza wgaie
BBISIBIISTUCH TIPU3HAKU TOJMcepo3uTa 1o cpaBHeHuio ¢ | rpymmoit (27,8% Vs 52,9%; p>0,05).
I'emopparuueckuii cunapom 4vame Betpewasics B | u IV rpynmax (72,2% vs 50,0% vs 52,2% vs
75,0%), onHAKO CTaTUCTUYECKUE pa3iauuus BbisABIeHbl B rpymnme gereil ¢ CFH-AT-al'YC mno
cpaHenuto co Il (p=0,047) u 111 (p=0,033).

VY nonosunsl gereit ¢ CFH-AT-al'YC nuype3 ObuT COXpaHHBIM TI0 CPaBHEHHIO C MallieHTaMHU
u3 | (36,1% vs 50,0%; p>0,05), Il (14,7% vs 50,0%; p=0,001) u Il rpymmer (29,5% vs 50,0%;
p=0,009). uype3 dyamie CHXaics B TpyNIe AeTe ¢ MyTalMsIMH HESCHOTO 3HAYECHHS, MPU ITOM
CTaTHCTUYECKUE pa3nuuus BbisiBieHbl ¢ IV rpymmoii (85,3% vs 50,0%; p=0,015). Axypus 3Ha4nMO
yare pa3BuBasiach y jaerei 6e3 myrarwmii (1), pexxe — mpu CFH-AT-al'VC (32,8% Vs 5,6%; p=0,009).
JnTenbHOCTh aHYpHUH, YaCTOTa U BeIpakeHHOCTh Al He pasnnyanace B rpynmnax (p=0,812 u p=0,711,
COOTBETCTBEHHO). KopTukansHbIil HeKpo3 yaie nuarnoctupoBaiics cpeau aereit |l u Il rpynm (2,9%
vs 17,6% vs 8,3% vs 2,8%; p=0,072).

HuanuzzaBucumoe OIIIl ¢ OGonpuiel yacToTOl pa3BUBalIOCh y JieTell C TEHOTHIAMH
HEU3BECTHOTO 3HadyeHus u 6e3 myraruit (58,3% Vs 76,5% vs 73,8% vs 52,8%; p=0,069). IIpu >Tom
mrtensHocTh 3IIT He pasznuuanace B rpynmnax (p=0,217), coctaBnsis y nosnoBunbl aereid | u IV
rpymsl < 10 cyt. (Me 8 cyT. [4; 60] u Me 10 cyr. [5; 28]; p>0,99), a Bo Il u Ill rpynnax — >3 Henenb
(Me 22 cyr. [9; 41] u Me 26 cyrt. [9; 116]; p=0,408). PasButue CIIOH Obu10 XapakTepHBIM IS
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OonpmmHcTBa neteil B rpynnax (77,8% vs 85,3% vs 91,8% vs 83,3%; p=0,136). [lopaxenue >3
cucreM yaie auarmoctupoBanochk Bo Il u I rpymmne (47,2% vs 73,4% vs 75,4% vs 61,1%; p>0,05).
[opaxenue LITHC, CCC Bctpeuanocs y 6onee nonoBunsl mauueHtos Il, 111, IV rpymnm, no cpaBaenuto
c | (41,7% vs 50,0% vs 54,1% vs 55,6%; p=0,615 u 38,9% Vs 64,7% vs 67,2% Vs 63,9%; p=0,036%4)
(Pucynoxk 6).

100.00%
p=0,0647
20.00%
p=0, D36
60,00% p=0,615
=0.172
40.00% P=0,1721
: p—[l 6067
20.00%
p=0,6267
0,00%
ITHC Jlerxme Tnaza Ko®a

B] rpymma ]I rpymma I rpymma IV rpymma

Pucynox 6 — YacToTa BHETIOYEYHBIX NMPOSBICHUNA B 3aBUCHMOCTH OT T€HETUYECKOTO MPOQMIIS IeTei ¢
al'VC (n=167)

Bosneuenne B mponecc opranoB JKKT ¢ nHambosbliel 4yacToToil BeTpeuasioch y jaereil c
MyTaIUsIMA HEU3BECTHOTO 3HAUeHUsI U Npu ux orcyrctBuu (76,5% u 70,5%, cOOTBETCTBEHHO), IO
cpaBHenuto ¢ | u IV rpymmamu (52,8% u 52,8%, cootBercTBeHHO). [TopakeHue sierkux Hamboiee
vacto pasBuBanoch y aereil |l rpymmsr (16,7% vs 38,2% vs 21,3% vs 25,0%; p=0,172), a yactoTa
nopaxxenusi oprana 3penus y nereit |l rpymmsr (19,4% vs 29,4% vs 23,0% vs 16,7%; p=0,600).
PeunguBupytomiee TeueHne ObLIO XapaKTEPHBIM JUIsl BCEX TPYIII, HO ¢ HauOObIIeH YacTOTON cpeau
naruenToB ¢ aeienueit CFHR1|CFHR3 (25,0% vs 23,5% vs 13,1% vs 41,7%; p=0,266).

IIpu oneHke NapaKJIMHUYECKUX JaHHBIX TSOKECTh aHEMHHM M creneHb mnoBbimenus JIAI
CTaTHUCTUYECKH He pa3nuyaiuck B rpynmax (p=0,232 u p=0,146). Oqnako, ypoBeHb TPOMOOIIMUTOB OBLT
Bblle y aeredt | rpynnsl no cpaBuenuto co Il (p=0,321), Il (p=0,002) u IV (p=0,04). InurenpHOCTH
TpoMbouuTonenuu y nososunsl aereit 1, 1l u IV rpynn cocrasuna >3 nenens (p=0,053). Ilpu s3Tom
CTaTUCTHUYECKUE PA3IMYMs BBISIBICHBI B TPYIIax ¢ NaTOr€HHBIMU/BEPOSTHO MAaTOr€HHBIMU MYTALUSIMU
u nenenusmu CFHR1|CFHR3 (Me 15 cyr. [8; 34] vs Me 27 cyr. [18; 43]; p=0,036). [y1s Bcex neTeii B
rpynnax 0su10 xapakrepHbsiM pasButue OIIIl B Buae noseimeHus MmoueBuHsl (p=0,554), kpeaTuHNHA
(p=0,745). IloTrpebnenue C3-KoMIIJIEMEHTa BBISIBICHO B 25% ciyyasx y JAeTel MepBbIX TpeX IPyII U B
50% — B IV rpynne (p=0,260). 3nauenue akruBHocthu ADAMTSI13 He paznuuanoce B rpymnmax
(p=0,216), ocraBasicp y OonpIIMHCTBa jaeTeil B pedepencHoM mpenene. YpoBeHb AJIT 3nHaunmo
nossimancs B 50% ciyyaeB y aeTei, He UMEIOIUX MYyTalluid, 10 cpaBHEHUIO ¢ nanuentamu u3 | (Me
30 En/n [20; 46] vs Me 61 En/a [30; 105]; p=0,009) u IV rpynn (Me 61 Ex/n [30; 105] vs Me 28,7
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En/n [16,7; 43,3]; p=0,001). Taxxe 3HaunMo yaiie MakCUMaIbHO MoBbIancs yposeHb AJIT Bo Il u
Il rpynmax mo cpaBuenuto ¢ | (p=0,029; p=0,002) u B Il B otmuuuu ot IV (p=0,016). Bo Bcex
rpynmnax oauHakoBo moBbimancs ypoBeHb ACT (p=0,551). IIpupocT ypoBHsS numasel B OOJbIIEH
crenean 3adukcuposan y nereit |l rpynmer (p=0,087). Yposerb D-auMepoB cTaTUCTHYECKH 3HAYUMO
obu1 Beie y aeteit |l rpynmer mo cpaBrenuto ¢ | (Me 1328 ur/mn [839; 2256] vs Me 2318 Hr/mn
[1315; 4891]; p=0,043) u IV (Me 2318 ur/mi [1315; 4891] vs Me 989 ur/ma [718; 2142]; p=0,005).
[Mporeunypuss >1 1/m1 u reMaTypusi oTMedanach y OOJBIIEr0 4YHWCIIA MAIMEHTOB B TpyImax,

craTuctTuyecku He paznuyasics (p=0,052 u p=0,498).

FeHeTI/I‘IeCKI/I-(l)eHOTHHI/I‘IeCKI/Ie acconuanvu nNpu aTUMUYHOM reMOJIUTUKO-YPEMHUYECCKOM

CHH/POMe Yy JieTei

Jlnst u3ydenusi reHeTuuecku-peHorunuueckux acconuanuid npu al' YC y nereit BbiieneHo 6
rpymi: B 1 Bonwio 35 manueHToB ¢ reHaMHu, peryiupyromuMu akTuBHOCTh Komriementa (CFH, CFl,
MCP/CD46, THBD, CFHR2, CFHR4, CFHR5), 2 — 11 nereii ¢ reHaMHu, aKTUBUPYIOIUMHU JTaHHYIO
cucremy (C3, C5, CFB), 3 — 8 ¢ myrarusaMu HekomiieMeHTapHbix reHoB (ADAMTS13, DGKE, INF2),
4 rpynny — 16 ¢ komMOuHHpoBaHHBIMU MyTanmsmu, 5 — 36 ¢ penemusimu CFHR1|CFHR3 u 6 — 61
nanueHT 6e3 MyTauui.

[IpakTHuecku ¢ 0AMHAKOBOM 4acTOTOM quarHoctupoBaHo nopaxenue LIHC y nereit 1,3,5u 6
rpymn (54,3% vs 50,0% vs 55,6% vs 54,1%, coorBercTBeHHO). Toabpko B 1/3 ciydaeB BoBIcUEHHE
[IHC ompenensnoce y AeTel ¢ reHeTHYeCKMMH BapHaHTaMH, aKTUBUPYIOIIUMH CHCTEMY KOMITJIEMEHTA
(2 rpynna) 1 npu KOMOMHHUPOBAHHBIX MyTanusax (4 rpynna) (36,4% vs 31,2%, coorBercTBeHHO). B
6onee 60% cinydaeB y nanuenTos 1, 5 u 6 rpynn BeisaBisiock nopaxenue CCC (60,0% vs 63,9% vs
67,2%, cOOTBETCTBEHHO). B mo0oBUHE ciTyyaeB BOBJICUEHHUE TAHHOM CUCTEMBI OBLIIO XapaKTePHBIM IS
JIleTel ¢ TeHeTUYECKUMHU BapuaHTaMH, HE CBSI3aHHBIMU C TE€HAMH CHUCTEMBbI KOMIUIeMeHTa U B 36,4%
CIy4aeB TPH MYTaIlMAX, aKTUBUPYIONIMX cucteMy komiuiemeHnta. B 50,0% cinydaeB mopaxeHue
JIETKHUX BBISBISUIOCH y JIeTel ¢ KOMOMHUPOBAHHBIMU MyTalusMu (4 rpynmna) u B 25% — y malueHToB 2
u 5 rpynn. Yacrora nopaxkenus opraHoB JKKT He paznuuanace B rpymmax, coctaBuB 6oinee 50%
(71,4% vs 54,5% vs 62,5% vs 56,3% vs 52,8% vs 70,5%, coorBercTBeHHO). [laTosnorus oprana
3peHHs HanOoJIee YacTo JUArHOCTHPOBANIACH Y IETEH C MYyTaIMsIMA T€HOB, HE CBS3aHHBIX C CHCTEMOM
KOMIUIEMEHTA M0 CPABHEHUIO C IEThbMH, HIMEIOIIUMU MYTAllUH, aKTHBUPYIOITUMH KoMmIuieMeHT (37,5%
vs 9,1%, p>0,05). IlypueponogoOHast peTHHONATHS MPAKTUYECKH B YETBEPTH CIIy4aeB pa3BUiIach Y
JneTell ¢ TEeHEeTHYEeCKMMH BapHaHTaMH ¢ (YHKIUEH peryiupoBaHUs CHCTEMBI KOMIUIEMEHTA,
KOMOWHHUPOBaHHBIMHM MyTalsIMH U 6e3 myTaruii (25,7% vs 25,0% vs 23,0%, cOOTBETCTBEHHO).

B 3IIT nyxnganuch ¥s neTeil ¢ TEHOTHIIAMH, PETYIHPYIOIIMMH aKTUBHOCTH KOMILIEMEHTa, HE
CBS3aHHBIMH C CHCTEMOW KOMIUIEMEHTa M He umerormmmu Mytamuid (74,3% vs 75,0% vs 73,8%,
COOTBEeTCTBEHHO). UyTh OoJiee B Y42 cilydaeB y JeTeil C TeHOTHUIIAMH, aKTUBUPYIOIIUMH KOMILJIEMEHT,
npu KoMOMHHMpOBaHHBIX MyTarusx u aenenusx CFHR1/CFHR3 (54,5% vs 56,2% vs 52,8%,
COOTBETCTBEHHO).

Taxum oOpa3om, ISl MALIUEHTOB C TEHETUYECKUMH BapUaHTaMU, PErYIHPYIOIIUMUA aKTUBHOCTh
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KOMIUIeMeHTa, Obuto xapaktepHbiM pasuTtHe CIIOH ¢ mpeumymiectBenHbiM mopaxenueM [[HC u
CCC (54,3% u 60,0%, cOOTBETCTBEHHO), a B Y4 CllydaeB — MOpaK€HUE JIETKMX M OpraHa 3peHus
(22,9% u 25,7%, cooTBeTCTBEHHO). B rpymnme ¢ MyTranusMu TI'€HOB, aKTUBHUPYIOLIUX CHUCTEMY
KOMIUIEMEHTa, B 1/3 ciydaeB nmuarnoctupoBanock nopaxenue [THC (36,4%) u CCC (36,4%), B Va4 —
nerkux (25,0%). Jns monoBUHBL AeTel U3 TPYMIBI ¢ MyTallMsIMH T'€HOB, HE CBSI3aHHBIX C CHCTEMOM
KOMILIEMeHTa, Obl10 xapaktepubiM mopaxkenue ITHC u CCC, a B 1/3 (37,5%) cinyuaeB — marosiorus
oprana 3peHus. B Tpymme nanueHToB ¢ KOMOMHHPOBAaHHBIMH MYTAlUSIMH 4Yallle pPa3BUBAIOCHh
nopaxxenue CCC u nerkux (43,8% u 50,0%), B 1/3 (31,2%) ciyuae — natonorus LTHC u B V4 (25,0%)
— oprana 3penus. Cpemu ngereit ¢ npenenmsamu CFHR1|CFHR3 Gosnee yem B mMONOBHHE CliydaeB
nuaraoctupoBaioch nopaxenune ITHC u CCC (55,6% u 63,9%), B 1/4 (25,0%) HabmromeHHsIX —
MATOJIOTHUs JIETKUX U B 16,7% — oprana 3peHus. B rpymme nanueHToB 0e3 MyTanuii HanOojee 4acTo
passuBanace narosiorus LIHC (67,2%), CCC (54,1%), a 6onee uem 20% ciaydaeB - MOPAKEHHUE JTETKUX
u oprana 3penus (21,3% u 23,0%, COOTBETCTBEHHO).

YacroTa pa3BuTHsS BHENIOUEUYHBIX MposiieHui al'YC, penuanuBoB U UCXOJ0B aHATN3UPOBATIACh
y 70 neteii ¢ reHETUYECKMMH BapuaHTaMHU pa3jindHoro 3uadenus, 36 — ¢ aenenusmu CFHR1|CFHR3
uy 61 pebenka 6e3 myranmii. B m3y4aeMbIX Tpymmax pasjuydid 1Mo 4acToTe BcTpedaemoctu Al
nopaxxenuss HHC, cepaua, nerkux, )KKT u oprana 3penus, pa3Butus XbII C3-C5 u neranbHbIX
UCXOJI0B HE BbIsABNIEHO. OHAKO y neTel ¢ MyTauusiMHu U 0e3 MyTalluii TeHOB MPU3HAKHU NIEYEHOYHOTO
UTOJIM3a WM pA3BUTHE ITAHKPEATHTAa 3HAYMMO 4Yalle BCTPEYAIOCh, 0 CPAaBHEHHIO C JETBMHU C
nenersivu CFHR1|CFHR3 (64,3% vs 65,6% vs 41,7%; p=0,042). B 3IIT wnyxaamuce Oosee
MOJIOBUHBI AeTeii B rpynmax (73,8% vs 67,1% vs 52,8%; p=0,105).

YacroTa pa3BUTHS PELIUIUBOB JI0 JICUSHUS dKyIU3yMaOoM paznuuanach B rpymnmax (p=0,002).
PernuBupyromuii xapakrep al'YC BousiBisuics vanie ¢ myranusiMu 1 genenusmu CFHR1|CFHR3 no
cpaBHeHHIO C jgeTbMu 0e3 mytammi (31,4% vs 13,1%, p=0,0313 u 44,4% vs 13,1%, p=0,004)
(Pucynok 7).

120,00%
B periinrBa HeT M peltHIHE ecTh

100,00%
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80,00% S 44,40%

60.00%

A40.00% 3699 %
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0,00%
MYTAIHA eCTh MYVTalHi HeT Jenemud CFHR1|CFHR3

<«—p=0,031—> «—p=0,004—»
< p=0,205 >

Pucynok 7 — Yacrora peruauBoB al'Y C B 3aBHCUMOCTH OT reHeTH4ecKoro npoduis aerei (n=167)
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Taxum obpazom, al'YC — xusHeypoxaroniee 3a001eBaHie C MYJIbTUCUCTEMHBIM XapaKTepOM
MOPAKEHUsSI, HE3aBUCUMO OT TeHeThdeckoro npodwis u dopmsel al YC. PenunuBupyronuii xapakTep
TedyeHus: 3a0oneBanus Beime y manueHToB ¢ CFH-AT-al'YC u ¢ moaTBep>KACHHOW T'€HEeTHYECKOU
JNETCPMUHAHTOW TpU cropagudeckoi/cemeiinoir ¢opmax al'YC. OOHapyKeHHBICE TE€HETHYCCKHE
nedekThl, He CBsA3aHHbIE ¢ OenkamMu KoMiuieMeHTa y neteit ¢ al'YC, Moryt urparb BaxHYIO pOJib B
mporeccax MHUKPOLUUPKYISTOPHOr0 TpomMOooOpa3oBaHMs, OKa3blBaTh BIMSHUE Ha pa3BUTHE U
nporpeccupoBanrie TMA. BblsiBlieHHE TEHETHYECKMX BAapUAHTOB KOMILUIEMEHTAa C HESICHBIM
KJIMHUYECKUM 3HAUEHUEM U HE CBSI3aHHBIX C CUCTEMOM KOMILIEMEHTA, a TaK)Ke, OTCYTCTBHE MYyTalUH
MO3BOJISIET paccMaTpuBaTh MX Kak (akTopbl pazputuss TMA mnpu B3ammojedctBun ¢ KAC, dro

MOATBEPKIAET CIIPABEAJIMBOCTh KOHIICTIIIUY «JIBOMHOTO ynapay B matoreHese al YC.

Bansinne reHeTH4ecKHX BAPDUAHTOB CUCTEMbI reM0CcTa3a U epMeHTOB (POJIATHOI0 HHUKJIA HA

0CO0EHHOCTH T€YEHHS ATUIHYHOTIO r¢eMOJIMTHUKO-YPEMHUIECCKOI'0O CHHAPpOMaA y aeTeit

HccnenoBan ayuienbHBIA TOJIMMOP(HU3M IeHOB, KOTUPYIOMHX (HaKTOPHI MIA3MEHHOTO KacKaja
koarymsinun (FGB G(-455)A (n=52), FIl G20210A (n=54), FV Leiden G1691A (n=54)), dakrops
dubpunonmza (PAI-1 4G(—675)5G (N=52)), KOMIIOHEHTHI PEIETITOPOB TPOMOOIIMTOB, OMOCPEIYIOIINX
nporiecchl ux aaresun u arperauuu (ITGA2 C807T (n=51), ITGB3 C176T (n=52)), a TakXe TeHbI
depmenToB ¢onarHoro meradbonmszma (MTHFR C677T (n=53), MTHFR A1298C (n=51), MTR
A2756G (n=51), MTRR A66G (n=51)).

Pesynbratel reHotunupoBaHus MapkepoB TpomOodumuu mnpu al YC cpaBHUBaINCh C
nonyasuoHHeIMU JaHHbIMU B PO (Kynyctun C.U., 2007; Ctpozenko JL.A., 2014, 2020) u naHHBIMU
npu STEC-I'VC (Ilona A.B., 2014). Y nereii ¢ al'YC pacnpenenenne 9actoT reHoTurnoB reaos Fll,
FVLeiden, PAI-I, MTHFR: 677 C>T, MTHFR: 1298 A>C, MTR, MTRR He Hapymiasio paBHOBECHE
Xapnu-BaiinOepra, 4To yka3bIBalo Ha HECMEIIAeMOCTh U OJHOPOJHOCTh XapaKTepa HCCIeT0BaHHOU
MOMYJSIIIMOHHON BBIOOPKH. BBISBICHO TONBKO HECOOTBETCTBHE paBHOBecHIo Xapau-BaitHOepra mo
pacnpenenennto dactor reHotunoB reHa FGB npu STEC-T'YC wu rema ITGB3 mpu al'VC.
ompeensiaach TEHACHIIUA K OTKIIOHEHHIO OT PaBHOBECHUS MPU PaCHpe/IeICHUH YacTOT BCTPEUYaEMOCTH
qutst reHotumnoB rena FGB mpu al'VC.

[Tpu cpaBHEeHMH pacripeneneHus ayuienei u reHotunos reHoB FGB, ITGB3, MTHFR: 677 C>T,
MTRR co 310poBoii momyssimueit nereid 0OHapyXKeHO Mpeo0IaJaHie YacTOThl «IIPOTPOMOOTEHHBIX)
renotunoB npu al'YC. VYcraHoBiIeHO, 4YTO cymMmapHas uactoTa retepo3urotnoro (GA) wu
romo3urotoro (AA) renorunoB FGB npu al'YC ObLia BbIllie, 4eM B MOMYJISINN, COCTaBUB 55,7%, 3a
cuet GA renorumna (51,9% vs 36,4% vs 31,4% vs 36,8%; p=0,462, p=0,097, p=0,23, COOTBETCTBEHHO).
[Tpu STEC-I'YC renorun GA 3naummo damie npeodmanan (p=0,033, p=0,003, p=0,098). Paznuunii B
pacrpefieieHud 9acTOT MOJIUMOP(HBIX TEHOTUTIOB U MUHOPHOTO aiiens (4) B TpyMax MalHeHTOB C
TMA =e BoisBieHo (p=0,878 u p=0,648, cOOTBETCTBEHHO).

Cymmapnas dactorta rereposurotaoro (7C) u «myrantaoro (CC) renortunos reHa ITGB3 y
nereit ¢ al' YC Obuta Beimie, 4eM B MmOmyssiiuu, coctaBuB 30,8%, MpeuMyIIECTBEHHO 3a CYET
romo3urotoro (CC) renorumna (9,6% vs 3,4% vs 1,1% vs 1,98%; p=0,185, p=0,003, p=0,294,
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COOTBETCTBEHHO). Asutens T BcTpewancs yamie, dyem B monymsauuu (p=0,641, p=0,517, p=0,239,
COOTBETCTBEHHO). [Ipr 3TOM MUHOPHBIN aJljIeNnb 3HAYUMO vare npeobnagan y aereid co STEC-I'VC B
cpaBHeHMU co 310poBeIMU (p=0,051, p=0,028, p=0,011, cooTBeTcTBeHHO). B rpynmnax mauueHToB c
TMA nopmanbnblil renotun rera | TGB3 npeobmagan y aereit co STEC-I'YC. Ilpu sToM paznuunii B
pacrpeielIeHul 4acToT MOJIMMOP(GHBIX TEHOTUTIOB M MUHOpHOTO ayiens (7) He BoissBieHO (p=0,842 u
p=0,466, COOTBETCTBEHHO).

Yacrora rerepo3urotaoro (CT) u romosurotHoro (77) renorurnoB rena MTHFR: 677 C>T y
neteit ¢ al'YC Obuia BbIle ueM B momyisiiuu, coctaBuB 30,8%, B OCHOBHOM 3a CYET reTePO3UTOTHOTO
(CT) renoruna (49,1% vs 39,5% vs 40,5% vs 33,9%; p=0,455, p=0,543, p=0,175, COOTBETCTBEHHO).
MytanTHbli renotun npu TMA npeo6nagan npu STEC-T'YC (19,1% vs 7,5%), onHako pasinuyuii B
pacnpenesieHny 4acToT FreHOTUIIOB U MUHOpHOTOo aiiens (7) He BoisiBieHO (p=0,264 u p=0,240).

He omimyanace OT 3M0pOBOM MOMYJSAIUMH CyMMapHas dactota rerepo3urotHoro (AG) u
romosurotioro (GG) renorunoB MTRR y nmereit ¢ al'VC (72,6% vs 72,1% vs 70,0%,
cootBeTcTBeHHO). Onnako, npu al' YC 3HayuMo yaiie onpeessuics rerepo3urotHbiii (AG) reHoTH
(51,0% vs 30,3% vs 28,0%; p=0,005, p=0,034, COOTBETCTBEHHO), HO Pa3IUYUil B PacIpeac/ICHUH
yactoT MuUHOpHOTO ayutenst (G) B rpynmax He BoisiBaeHo (p=0,073, p=0,209).

Pacnpenenenue renorunos resoB Fll, FV Leiden, PAI-1 y neteii ¢ al'YC He oTiM4aioch OT
nomysiuoHHbIX, a ansi ITGA2, MTHFR: 1298 A>C, MTR — B ToMm uucne u ot namnueHtos co STEC-
I'YC. Ilpu aI'VC y 90,7% nereii onpenensiics HopManbHbi reHotun (GG) rema FVLeiden u
NpaKTHYECKH B 2 pa3a 4alle B CPaBHCHUHU CO 3J0pOBBIMH retepo3urotHsiii (GA), cocraBuB 9,7%
(p=0,175, p=0,035, p=0,707) u B 1,4 pa3za B cpaBHenuu c nauuentamu co STEC-I'YC (p=0,721).

AHanu3 4YacTOThl HOCHUTEIBCTBA «IIPOTPOMOOTEHHBIX» aiienel (00beIUHEHHWEe TOMO- H
reTepPO3UTOTHOTO TeHOTHITOB reHoB) mpoBowiics npu al YC B cpaBaennn co STEC-I'YC u 310poBoii
nomyJsinuei. Bo Bcex rpymnmax He ObUIO BBISBICHO HOCHTEINICH «MYTaHTHOTO» FeHOTHIIA (TOMO3UTOTa
no autemo A) B renax FlI, FVLeiden. ITo renam PAI-I, ITGA2, ITGB3, MTHFR: 1298 A>C, MTR,
MTRR «nporpom6borennsiit» npoduns aereir co STEC-I'YC u al'VC Berpeuancs ¢ 0AMHAKOBOH
YaCTOTOW, HE pa3IiMyasch C MONMYJANMOHHBIMU NaHHbIMHU. [[ns nereit ¢ TMA Obl1o XapaKTepHBIM
npeoOiagaHue «IIpoTPOMOOTEeHHBIX» aitenei mo reny FGB B ormmumm ot 3mopoBeix. CymmapHas
gactota moiauMmopdHeix reHotunoB mnpu al' YC cocraBuna 55,8% vs 44,3% vs 37,3% vs 39,5%
(p=0,166, p=0,019, p=0,141), coorBerctBeHHo. [y nereit co STEC-I'YC 3Haunmo pasmudanacs,
coctaBuB 61,7% vs 44,3% vs 37,3% vs 39,5% (p=0,037, p=0,003, p=0,051), coorBeTcTBeHHO. YacToTa
BBISIBIIIEMOCTH «IIpoTpoMboreHHoro» asutens reda FII Osuta Boie cpenu aereit co STEC-T'VC (6,4%
vs 3,7% vs 2,2% vs 2,7% vs 3,5%; p>0,05). ns naiuentoB ¢ TMA B cpaBHEHUU CO 3I0POBBIMU OBIIIO
XapakTepHbIM TMpeolOsialaHue TeHOoTUNa ¢ 3aMmeHoi 1-ro amrens reHa FVLieiden. Opnako
NPOTPOMOOTEHHBIN ajuienb varne oOHapykuBaics y namuentoB ¢ al' YC (9,3% vs 6,4%; p=0,721).
Cpenu nereri ¢ TMA dactoTa BCTpe4aeMOCTH T'€HOTHIIOB ¢ 3aMeHOU auteneii B rene MTHFR: 677
C>T Obu1a BbllIe, HE pa3nUyasch Mexy coboit (p=0,685). [Ipu cpaBHEHUM C JAHHBIMU B TOMYJISIUH
npu al'YC uactora 3amensl 1-ro amnens cocraBuna 56,6% vs 49,6% vs 49,5% vs 42,6% (p=0,365,
p=0,330, p=0,099), a y mereit co STEC-I'YC — 61,7% vs 49,6% vs 49,5% vs 42,6% (p=0,150,
p=0,105, p=0,037), coorBerctBeHHO. Takxke mnpu STEC-I'YC B 4 ciuydasx omnpeaemsuioch
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U30JIUPOBAHHOE HOCUTENBCTBO «MYTAHTHOTO» TEHOTHUIIAa C 3aMEHHOM 2-X ajienei, Ho
MPOTPOMOOTEHHBIN FEHOTHUII C 3aMEHOM | aiens U couyeTaHue «IIpOTPOMOOTEeHHBIX» ajuleNiell y aeTen
¢ al'YC Bcrpevanuch yarie (61,7% vs 35,2%; p<0,001 u 64,8% vs 29,8%; p<0,001). Takum oOpazom,
MYJIbTUTE€HHAs: TpoMOodmins B BUIE 3aMeHbl B >2 TreHax, Obula quarHoctupoBana B 98,1% (n=53)
ciydaeB nipu al'YC. B 72,2% (n=39) Habit01eHUSX BBISIBISUIMCH 3aMeHbI B 4-6 reHax, B 16,7% (n=9) —
B 3-X, 7,4% (N=4) — B 2-X u y oHOro namuenta — B 7 renax (1,9%).

Jliis onpeneneHus BIUsHUSA TpomOopmimu Ha TskecTh TedeHus al YC ObUIM BBIICTICHBI JIBE
rpymnmsl: B 1 BOonuM JeTH ¢ 3aMEHOM B OJHOM ajuieie (FeTepo3urora mo ajiesne), 2 — MalUeHTHI ¢
«IpOTPOMOOTE€HHBIM» T€HOTUIIOM (T€Tepo- U TOMO3UTOTHOE HOCHUTENBCTBO). B cBsi3m ¢ Tem, 4TO
pa3iauuuMii B TpyNmax He ObUIO BBISIBICHO, B JajbHEHIIEM OIEHKAa TSKECTH COCTOSHUS JeTei
NPOBOJIMIIACH B 3aBHCHMOCTH OT NPHUCYTCTBHs BapuHaHTOB reHoB remocraza (FGB, FII, FVLeiden,
ITGA2, ITGB3, PAI-1) u pepmentor donataoro mukina (MTHFR: 677, MTHFR:1298, MTR, MTRR).

Tsokects cocrosiHus aereit ¢ al'YC He paznuyanach B 3aBUCMMOCTH OT COYETaHUsI BAPUAHTOB
TEeHOTUIIOB T'€HOB, OTBETCTBEHHBIX 3a OOMeH (oyneBol KHUCIOTH. OJHAKO MPU H30JIUPOBAHHOM
TFeTEPO3UTOTHOM HOCHUTEIILCTBE TE€HOB HE3HAYyuMoO daiie cHmwkaics auype3 (74,3% vs 55,6%;
p=0,283), nuarnoctuposanace natosorus [LIHC (54,3% vs 38,9%; p=0,440), nerkux (31,4% vs 22,2%;
p=0,702), oprana 3penus (22,9% vs 11,1%; p=0,506) u tpeboBanocy npoeaenue 3IIT (71,4% vs
50,0%; p=0,216), nnutenbuert Obuta anypus (80,0% vs 64,7%; p=0,921) u 3IIT (64,0% vs 33,3%;
p=0,231).

B rpymme ngeTeit ¢ ToMo- M TeTepO3UTrOTHBIM HOCHTEIIBCTBOM T€HOB I'eéMOCTa3a 3HAYMMO Yallle
cHmxkancs auypes (80,8% Vs 53,6%; p=0,031), onpexnensinacy 6onee IIUTENbHAS TPOMOOUUTOICHUS
(p=0,019) u azoremus (p<0,001), pazsuBangace AI' (p=0,012) u auamusnorpedroe OIIIT (p=0,037)
(Tabmuma 3).

Tabmuia 3 — XapakTepuCTHKa KIMHHYECKHX TMPOSBICHUN B 3aBUCHMOCTH OT TE€HOTHIIOB T€HOB
remoctasa (FGB, PTG, FVLeiden, PAI-1, ITGA2, ITGB3) npu al'YC y aereii, n (%)

I'ereposurorHenii | ['oMO- ¥ reTepo3UroTHHIE
[Tokaszarenu TE€HOTHII TE€HOTHIIBI p
n=26 n=28

CHmxeHne quypesa 15 (53,6) 22 (84,6) 0,031
ApTtepuanbHas TUTIEPTEH3US 17 (60,7) 21 (80,8) 0,012
[Torpe6HOCTS B 31T 14 (50,0) 21 (80,8) 0,037
JIMTenhbHOCTh Q30TEMHUH, CYT., 25 [19; 39] 55 [34; 368] <0,001
Me [Q25; Q75]

JITUTeNbHOCTH TPOMOOIIUTOTICHUH, CYT., 31 [20; 51] 22 [9; 29,5] 0,019
Me [Q25; Q75]

OpuHakoBO dacTo B TrIpynmax pas3BuBaiach anypus (57,6% vs 57,1%). Ilpu »sTom
nponopkutenbHOCTh anypun u - 3IIT He pasmuuamace (p=0,916 u p=0,102). Opnako mnpu

IPOTPOMOOTEHHOM BapHaHTe 0ojiee XapaKTepHbIM ObUI0 pa3ButTHe aHypuu >7 cyT. (73,3% vs 57,1%;
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p=0,789) ¢ mponmomxutensHocThio 3IIT >10 cyr. y Oosbmiero uucna aereit (66,7% vs 35,7%;
p=0,146), muchyukuu >4 cucrem (53,9% vs 28,6%; p>0,05) c npeobnananuem nopaxkenus [[THC
(61,5% vs 39,3%; p=0,173), cepaua (76,9% vs 50,0%; p=0,078) u oprana 3penus (26,9% vs 10,7%;
p=0,237), a Taxke peuuauBupyromuii xapakrep al' YC (38,5% vs 21,4%; p=0,236).

VY nereilt ¢ HauOONBUIMM KOJWYECTBOM TI'€HOTUIIOB (>3) IeHOB reMocra3a B CpPaBHEHHH C
rpynnoi aerei ¢ <2 nonuMop@HbBIMU reHOTUIIaMU ObLIa BhISIBIIEHA OoJiee MPOAOKUTEIbHASI aHypHUs
(Me 19 cyr. [13; 67] vs Me 6 cyr. [4; 11]; p=0,019) ¢ mmrenpHOCTRIO >7 CyT. y MpeodIaialomero
gyucina nauueHToB (91,7% vs 40,0%; p=0,033), 3IIT (Me 42 cyr. [14; 195] vs Me 4 cyt. [2; 20];
p<0,001) ¢ npopomkuTenbHocThIO >14 cyT. (70,6% VS 27,8%; p=0,026). Taxxe B 3TO# rpymnme yarie
muarnoctupoBanack Tsokenas AN (56,0% vs 34,5%; p=0,083), camxenue auypesa (76,0% vs 62,1%;
p=0,421), xoptukaneubiii Hekpo3 (12,5% vs 0%; p=0,173), CIIOH (92,0% vs 79,3%; p=0,355) u
nopaxenne XKKT (72,0% vs 55,2%; p=0,320).

[Ipu ananuse BIUSHUS ajUIeIbHBIX HAPYIICHUN B reHaX TeMocTas3a y JieTeil ¢ 4-6 ainenbHbBIMU
HapyILICHUAMHU yaie cHuxancsa auypes (94,7% vs 59,3%; p=0,006), pa3BuBanach Ooiee ATUTEIbHAS
anypust (Me 18 cyt. [12; 30] vs Me 6 cyrt. [4; 12]; p=0,041) ¢ nmpogoipKuTeabHOCTBIO >7 cyT. (92,3%
Vs 33,3%; p=0,014), azotemus (Me 65 cyr. [37; 721] vs Me 28 cyr. [20; 46]; p=0,001) u 3IIT (Me 37
cyT. [22; 381] vs Me 4 cyr. [2; 9]; p <0,001) ¢ npomomkutenapaocthio >10 cyt. (87,5% vs 26,3%;
p<0,001). BeisiBiieHa TeHACHIIMS B YBEIMYCHHUH YaCTOThI Pa3BUTHUS KOPTUKAILHOTO Hekpo3a (16,7% Vs
0%; p=0,063) u moTpedHOCTH B Tuann3HOM nmoanepxke (84,2% vs 54,3%; p=0,057).

Takum oOpa3oMm, BbIsSBI€HHAas MyJbTHUT€HHas TpoMOoduiaus y mauueHtoB ¢ al' YC Mmoxer
OTIPEICNIATh MPEAPACIIONOKEHHOCTh K Pa3BUTHIO TUTIEPKOATYIISIIMOHHOTO COCTOSIHHSI, 00yClIaBIUBaTh
JIOKAJIM3aIHI0 TPOMOOTHYECKOTO MpoIiecca, KITHHUYECKYIO TeTepOreHHOCTh. TsxkecTh Tedenus al YC y
JETCH 3aBUCUT OT KOJIMYECTBA AJUICIBHBIX HAPYIICHUA W COYCTAHHS «ITPOTPOMOOTEHHBIX» (TeTepo U
TOMO3UTOTHBIE) TEHOTUIIOB T'eHOB TeMocTasa. [Iporecc mukporpombooOpazoBanus npu al'yYC moxer
pa3BUBATHCA MPH COUYETAHUHU PA3NUYHBIX MEXAaHU3MOB, CBSI3aHHBIX C SHJOTEIHAIBHON TUCHYHKIUEH,
TeHETUYECKH OOYCIOBICHHBIMH JedeKTaMd B CHCTEME TIeMOCTa3a, 4YTO TOJTBEPKIAET TEOPHUIO

«MHO>KE€CTBEHHBIX» BO3JICHCTBUI B MPOIIECCE pean3aiii TpoMOoOpa3oBaHMUsI.

¢ PekTHBHOCTH MIIA3MOTEPANIMHA PH ATHNMYHOM I'eMOJIUTHKO-YPEeMHU4YEeCKOM

CHHApOMeE Yy aeTel

PerpocniekTBHO mpoBeneHa oOlLeHKa 3()(QEKTUBHOCTH IIa3MoTepanuu y 22 MalHueHTOB,
COCTOSIHUE KOTOpbIX B 45,5% cinydaeB TpaKTOBaJOCh KakK TsDKeIoe. Y BCEX JeTed pa3BUIICA
cumnromokomiiekc TMA. Tlpu stom Me AnUTENBHOCTH TPOMOOLMTONEHUH cocTaBuia 23 CyT. [5;
28] ¢ mponomkuTensHOCThIO >14 cyT. B 59,1% ciydaeB. Heommrypudeckoe OIII u A" pa3Buiumce B
59,1% nabmronennn, CITIOH — B 72,7%. B paBHBIX ciydasx oTMedanoch nopaxenue cepana u KKT
(45,5% wu 45,5%, cOOTBETCTBEHHO). MeraHa JTUTETLHOCTH a30TeMHH COOTBETCTBOBasa 15 cyr. [7;
27]. B 40,9% cnydaeB manuentoB Hyxmamuck B 3IIT (Me mpomomkutensHoctu 12 cyt. [3; 20]).
[Torpebnenne C3 koMIJIEMEHTa HE BBIABICHO HU B OJHOM Cllydyae, a CHHXXEHHME aKTHBHOCTH

ADAMTSI3 B 50,0% nabmoaenuit. B 72,7% cnyyaeB npoBoauiach Koppekius anemuu, B 18,2%
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CiTy4yaeB TpeOoBaJlach BEHTUJISIIIMOHHAS TTOIepkKa ¢ Me 6 cyr. [4; 7]. [ImazMoTepanus B BUI€ TOIBKO
tpaHchy3uii cBexxe3amoposkerHoi mazmoi (C3I1) mposenena B 54,5% HaOMOACHUIA, B COYSTAaHUU C
BBICOKOOOBEMHBIMH TuTIa3Madepe3aMmu — B 36,4%. I1ma3MOuyBCTBUTENBHOCTh JWArHOCTUPOBAaHA B
77,3% ciy4aes, I1a3MO3aBUCUMOCTh — B 2, TUIa3MOPE3UCTEHTHOCTH — B 13,6%.

B octpeiii mepuon al'YC 1 pebGenoxk ymep (koma Ill), mosTomy mocnenyromuid aHamu3
npooawics B 21 nHaOmonenuu. Ha ¢Qone mimasmoTepanuu Bo Bcex ciyyasx Oblia JTIOCTUTHYTa
KJIIMHUKO-NTabopaTtopHast pemuccusi al' YC. B nuHamuMke OTMEYaloCh CHWIKEHHE YMCIA JIETeH C
nporeunypueil Hedpormueckoro ypoBHs (p=0,027), KymupoBaHHWE MaKpOreMaTypHH BO BCEX
HaomoaeHusx (p=0,001), y 4 nereii ormeuanacy Al" (p=0,013), y 2 coxpansuiack norpedHocTh B 3I1T.
B mepBeie 6 mec. oT aebroTa 3a0osieBaHMs 2 MAlMEHTOB YMEPJIO W3-3a pa3ButTus penuauBa al YC.
Uepes rox (n=6) 1 pebdenok nyxnaics B 31T, y 2 muarnoctupoBanbl XBII C2 u AI', B 4 cinyuasx
ompezaensiach nmporeuHypus <l T/1, B eIMHUYHBIX HaOmoneHusx — kapauomuomnarus (AKMII u
['KMII). Yepes 12-24 mec. (n=4) y 1 nanuenTa BoisaBisuiack npotennypust <1 r/m, XbIICl —y2uy
onnoro pebenka — XbBII C2. IIpu obcnemnoBanuu yepe3 25-60 mec. (N=60) B €IMHUYHBIX CIIy4asx
onpenemsmace A" u XBIT C1, nporennypus <1 r/m takke B ogHOM HabmoaeHuu. Yepes Oonee yem 5
JeT y 2 aereii Obliia BBIIIOJIHEHA TPAaHCIUIAHTALUs IOYKU B CBs3U ¢ pazButueM XbII CS5.

[Ipu cpaBHEHUU TSHKECTH COCTOSIHMSI JIETEH, MOMyYMBIIUX IJIa3MOTEPANUIO, ¢ MAllHeHTaMU Ha
KOMIUIEMEHT-0NoKupytoeil tepanuu (N=187), mocneqnue mmenu Oomnee Tsxenoe tedenue al' YC.
Taxk, oHH Yale MOCTYNAIH B TsDKEJIOM/KpUTHIeckoM coctostHuu (89,9% Vs 63,7%; p=0,002), B 1,7 pa3
yamie orMevanoch cHiwkenue nauypesa (71,7% vs 40,9%; p=0,024), B 5 pa3 — pa3BuBaiach
mucyHnkius >4 cucrem (46,0 % vs 9,0%; p<0,001) u B 2 paza — nopaxenue LHTHC (56,1% vs 22,7%;
p=0,000). Ilpu cpaBHeHHH a0OPATOPHBIX JAHHBIX MO MHUIIMAIMK TOTO WMIU WHOTO BHAA TEparuu
YCTaHOBJIEHO, YTO Yy JAETeW, MOJYyYMBUIMX JI€UEHUE 3KyIu3ymaOoM, 3HAUMMO dYalle OIpeeisuiach
runoHatpuemus (p=0,029), noseimenne ACT (p=0,001), amunazsr (p=0,001) u nunassr (p=0,003),
cHwkenne C3-kommuiementa (p=0,041), BeipaxkenHas nporeunypus (p=0,029). Kpome Toro, B 3TOM
rpyIIe MAalUeHTOB OTMeyanach TeHICHIMs K Ooibmiemy mpupocty JIAI u D-mumepos (p>0,05).
JlnurenbHOCTE TPOMOOIMTONIEHUH B Tpymmax He paznunyanack (p=0,129), HO mpoaOIKUTENBHOCTD
a30TeMUH ObLIa BBIIIE Y JIETeH, KOTOPHIM B MOCIIEIYIOMEM POBOIMIACH KOMILUIEMEHT-0JIOKUPYOIIAs
tepanuss (Me 36 cyr. [21; 68] vs 15 cyr. [7; 27]; p<0,001). B rpynme aereil ¢ mocnenyrouum
JeYCHHEM DJKYIM3yMaOboM Yy TPEeHMYIIECTBEHHOTO OOJBIIMHCTBA TpeOOBAIOCh IPOBEACHUE
TpaHcy3uid dpuTporTapHoi B3Becu (92% Vs 72,7%; p=0,014), 31T (66,3% vs 40,9%; p=0,035) u

Yarie perucTpupoBaIach mia3Mope3nucTeHTHOCTh (73,9% Vs 13,6%; p<0,001).

P PeKTUBHOCTH KOMILIEMEHT-0JIOKUPYOLIeil Tepanuu NPU ATUNHYHOM I'eMOJIUTHKO-

yPEeMH4YeCKOM CHHIPOME Yy aeTeii

[Ipumenenue skynu3ymada U3MEHUIIO MIPOTHO3 00Iel U moueyHor BebkuBaeMocTH npu al YC,
a TaKk)Ke MPeAOTBPATHIIO CHATHE BOIIPOCA O NMPOBEJCHUN TPAHCIUIAaHTALMM BO MHOTHX ciiydasix. PanHee
HAyaJo0 COOTBETCTBYIOIIEH TEparuu CBA3aHO C JYYIIUMHU pe3yjibTaTaMH JCYCHHS U OOJbIIUM

MOBBIIIEHUEM CKOPOCTH KIYOOUKOBOH (puimbTpariuy.
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Hamu mipoBeniena onenka s dextuBHOCTH dKynu3ymada y neteit ¢ al YC B mepuos HHIYKIIUHA
tepanuu (1 w 2 Hemens) W TMOAJAEP)KHBAIOIIETO JiedeHHs] 4depe3 1 u 6 Mec. YCTaHOBJICHO, 4YTO
reMOTJIO0MH MOBBIIIANICS TOCTETIEHHO B TeYeHUE | Mec., a ypOBEHb TPOMOOIIMTOB HOPMAIIU30BAJICS Y
II0JIOBUHBI NAI[MEHTOB 4epe3 | Henento Mocie MHULMALUKM MaroreHerudeckoro jeuenus (p<0,001),
takke kak u JI/II', kotopas kK 3TOMy mepuoay B 2 pa3a CHH3WIACh B CPAaBHEHHUU C HUCXOJHBIMU
nanabiMu (p<0,001), HEe moCcTUTHYB HOpMBI. Yxe uepe3 4 Hemenu yposeHb JIJIIT Haxommics B

pedepeHcHOM Tpeiene, TakKe Kak v Mmokasarenu azoreMuu. (PucyHok 8).
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Pucynox 8 — l3meHeHue ypoBHe# remorioOmnHa, TpomOoumToB, JI/II' m kpearmHuHa Ha (oHe

KOMILIEMEHT-00kupytomiei tepanuu npu al YC y nereii (n=176)

B mepBble 2 Henenu OT Hawana JiedeHus y Y4 gereil orMedanock mnotpebienue C3
KOMIUIEMEHTa, Jajee 3HA4eHHUs He OTIMYaiuch oT KoHTpossi. B gedrore al'YC B 82,0% cmydaes
BBISIBIISIACh TPOTEeMHYpHst >1 1/11, KoTOpast coxpaHsuiach 4epe3 2 Henmenu B 45,8% wnaOmromeHuit
(p<0,001), a wepez 1 u 6 mec. — B 27,7% u 16,8%, cooTBeTcTBeHHO. MakporemaTtypusi B jae0r0Te
3a0oneBanus oOHapyxkuBanack B 19,9% ciyudaeB, ucuesas ko 2-oi Henene sedeHus. OJHAKO y
OOJNBPIIMHCTBA JIETEH UIMTENBHBIA TEPUOJ BPEMEHH COXPaHSJIach MHUKPOCKOIHMYECKAs TeMaTypusl.
CHmxenue auypesa, BblsiBIeHHOE B 39,4% ciydasix B Je0l0Te, COXpaHsIoCh B TedeHue 1 mec., HO B
MeHbIleM uncie HaOmonenuit (22,6% vs 13% vs 7,6%, coorBerctBeHHO; p<0,001). 'mmeprensus,
oTMmeuaBiasics B nebrwote (69,7%), coxpansnach depe3 2 Hexenu B 55,7% ciyuaes, uepe3 1 mec. — B
48,0%, gepe3 6 mec. — B 41,1%. BHemoueunsie mposiBiIeHHS perpeccupoBaiu 3a 1 mec. ¢ 65,1% no
5,2% cnyudaeB. B ne6rore al'YC 3IIT mpoBoauiace B 58,3% ciydaes, uepe3 1 u 6 mec. — B 10,6% u
7,5%, cootBercTBeHHO (p<0,001). Ilepen craprom Tepanmuu 3SKyIu3ymMaOoM OOJBIIMHCTBO JAeTEH

(82,3%) me umeno mpmsHakoB XbII. OmHako k 6 mec. HaOMIOAEHHS YACNbHBIM BEC MAIUEHTOB C
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paznuunbiMu ctagusimu XbBI1 yBenuumnces, npeumymiectBenHo, 3a cuetr Cl (¢ 5,1% no 35,1%), C2 (c
1,1% no 9,5%), C3 (c 4,6% no 12,8%) u C5 (c 4,0% no 8,1%).

[Ipu oueHke aKTUBHOCTH U TSDKECTH 3a0osieBanus uyepe3 12, 24 m 36 mec. Bce MalMEHTHI
Haxoquiuch B ycrowumBod pemuccus al YC Ha ¢done neuenus oskymm3zymadbom. Ilpu s3TOM
YMEHBIIUJIOCh YUCIO JIeTel ¢ mporeunypuei Hedporuueckoro ypoBHs (16,8% vs 5,5%; p=0,011),
mukporematypueit (41,8% vs 14,5%; p>0,05). B nepsbie 12 mec. ot neuenuss B nposeneHuun 31T
Hyxnanock 11 (9,3%) nereit u3 118.

[Tpu onenke A3PPEKTUBHOCTH TE€PANUU B pa3IHMUHbIe CPOKU HAOMIOeHUS — uepes 2, 4, 26 u 52

HEJIeNW — B TIEPBYIO OYepe/lb HOPMaIU30BbIBAIUCH TpoMmOouTel u JIJII'. Tak, Ha 2 Henmene JeUCHHS
skynu3symabom B 78,8% ciaydaeB ypoBeHb TPOMOOIIMTOB JOCTUTAN pPedEPEeHCHBIX 3HAYCHUH, a Ui
JIAL —y 85,7%. Yepes 4 nenenu ormevanach Hopmanuzauus JIJII" y Bcex manueHToB, a TPOMOOIIUTOB
— B 94,7% cnyuyaeB. YydlieHHe OYEYHON (PYHKIIMH B BUJIC CHYDKCHHUS CHIBOPOTOYHOTO KpEaTHHUHA
Ha > 25% 3apeructpupoBaHo ko 2 Henenu B 72,1% cnyyaeB. OJIHaKO B MOCIEIYIOLIEM YBEIUYCHUE
JIOJIM TAIIMEHTOB C YJIYYIIEHHOW (DYHKIMU TMOYEK HE 3aperucTpupoBaHO. B CBsS3u ¢ 3TUM MOJIHOTO
otBeta o TMA (HopManum3anus ypoBHs TpoMm6onuToB >150x10%m, JIJI < BepxHeif TpaHUIIBI HOPME,
CHIDKEHHME KpeaTHHHHA Ha >25% OT MCXOTHOTrO YpOBHs) Ha (pOHE JICYCHHUS HE YIAIOCh JOCTHTHYTh
yepes 26 u 52 Henelu.

[Ipu ananmuze s dexTuBHOCTH 3Kynuzymaba Ha 26 u 52 Henmene B 3aBUCUMOCTU OT (POPMBI
al'YC (cnopanudeckasi/cemeiiHass W TPUOOPETEHHAs) BBIBICHO, YTO HET pAa3M4Mii B YacTOTE
JTOCTHXEHUS mojHoro orBeta no TMA B nuHamuke HaOmtoneHus: Ha 26 u 52 nHenene (p=0,926 u
p>0,99, coorBeTcTBEeHHO). OTCYTCTBHE BOCCTAHOBJICHHS (PYHKIIMU TMOYEK Y BCEX JETeH, HE3aBUCHMO
ot ¢opmel al' YC, 00bsCHsETCS Takke pa3HbIMH CPOKaMU WHUIIMAIMK TEPaNuU SKYIH3ymMaOoMm OT
ne6tora TMA. TlosTomy creayrommm 3TarnoM padoThl SBUIACh OlleHKA 3 ()EKTUBHOCTH KOMILIEMEHT-
OJIOKMpYIOIIEH Tepanuu B pa3InYHbIe CPOKH €€ MHHIMAIUN OT febroTa 3aboneBanus. Ha 1 nenene ot
pasButus al ' YC Tepanuio skynu3ymadbom noiyqunu 34 naiuenra, Ha 2 Hezaene — 24, Ha 3-4 Henene —
38 u >4 memenr — 80 nereil. Hambonee BeIpaxkeHHBbIE TpomOomuToneHus, nomeimenue JIJAI' u
HapyIICHHs a30TOBBIIEIUTENbHON (YHKIMM MMOYEK ObUIO AMArHOCTUPOBAHO Yy JETEH, MOJyYMBIIUX
tepanuio Ha 1 Hemene mocne aedrora al YC (p<0,001). B rpymme manueHTOB CO CTapTOM TEparuu
yepes >4 Helelnb MHOTHE Tab0paTOpHbIE MOKa3aTeNId UMEN CyOHOPMaTbHBINA YPOBEHbD.

[Ipn cpaBHUTENHFHOM aHaM3€e KIMHUYECKUX JAHHBIX YCTAHOBJIEHO, YTO aHypHs 4alle
pa3BUBajiach y JieTel, moyiyduBIIMX JeueHue Ha 1 Hexmene oT nedrota al YC (p=0,065). Yacrora
pazButusa Al cratucTHUeckd He paziuyaiach B rpynmax. OgHaKko MpH MO3JAHEM CTapTe Teparnuu
sKynau3ymabom (>4 nenenb) Al paszBuBanach y Oosbliero uucia jaereil, coctaBus 79,7% (p=0,05).
Buenoueunsie nposiienus al YC auarnoctupoBanuck O6onee yeM B 70% ciiydaeB B MEPBBIX TPeX
rpynnax (79,4% vs 75,0% vs 71,1% vs 53,2%; p=0,022). Huamusnorpedrnoe OIIIl mouek
MPAKTUYECKH B 2 pa3a yallle pa3BUBAIOCH Y JETeH, MOJyYMBIINX JIEYEHUE 3KYIN3yMaOoM B MepBbIe 2
Heaenu ot aedrora TMA (52,9% u 62,5% Vs 39,5% u 31,6%; p=0,024).

ITpu ouenke 3¢ddexTuBHOCTH 3Kynu3ymadba Ha 26 Henene JeueHUs MOdHbIM oTBeT Mo TMA
JOCTUTHYT Y BCEX JeTell, MOJyYMBIIMX MaTOrCHETUYECKYI0 TEpanuio B TepBble 2 HEAETU OT

manudectanun TMA. Ha 3-4 negene nnnnuanuu tepanuu — 3Qp¢ext nocturuyt B 84,2% ciydaes, a
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Ha 0oJjiee MO3IHUX CpoKax (>4 Hezenb) ToIbKO B 46,8% nabmonenuit (p<0,001). [Tpu 3Tom B rpynmax
OTCPOYEHHOTr0 cTapTa Tepanuu (0T >3-X Henenab) HopManu3amus TpomOoruToB u JIJAI' nmpakTuuecku
JOCTUTHYTA y BCEX JIeTeH, HO MonHbI 0TBeT M0 TMA He ocTUrHyT B 3THX rpynmnax (84,2% u 46,8%,
COOTBETCTBEHHO). Y neTel, MONy4yuBIIUX JedyeHus Ha 3-4 Henene, B 86,4% cilydyaeB onpeaesnsioch

25% ynyduieHue ypoBHS KpeaTMHMHA, a B IpyMNIe, IAe Tepanus MHULUUMUPOBaHa rocie 4 Henenu

100
864 p<0,001

3aboneBanus — Tosbko Juiib B 52,0% (p<0,001) (Pucynok 9).
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Pucynok 9 — DddextuBHOCTh 3Kynu3ymada y neteii ¢ al' YC Ha 26 u 52 Henene ne4eHus

Ha 52 nenene nedennst monHbi oTBET 0 TMA coxpaHsuics B Tpynmax JETed cO CTapToM
JedeHus: B paHHue cpoku OT nebrora al YC — mepBoie 2 Hemenu. Y neTed, MOTyIHBIINX dKYITH3yMad
nociie 2 HEeJeTH OT Hauana 3a0oJieBaHUs, MPAKTUYECKH HE OTMEUYEHO TWHAMHUKU IO JIOCTHXKEHUIO
MOJIHOTO OTBETAa B CpaBHEHUU C 26 Henmenel yedeHus. OJHAKO B TpyMHIe JAETeW ¢ CaMbIM MO3JAHUM
CTapTOM JICYCHHS YHCIIO TAIMEHTOB, JOCTUTIINX MOJIHOTO OTBETA, YBEIHIMIOCH C 46,8% 10 52,9%.

Pazpabotan anroputm nuarnoctuku u jgeuenus al YC y aereit (Pucynok 10).
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Pucynok 10 — Anroputm nuarsoctuku u euenus al'vC
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Takum oOpazom, UCXo1 OOJE3HH OMPENEIAETCS CBOCBPEMEHHON MAarHOCTHKONW M CpOKaMu
WHUIMAIMY T[ATOTEHETHYeCKOl Tepanuu 3a0oneBaHusa. KomrmieMeHT-OJOKHUpyOIIas Tepanus B

JIOJITOCPOYHOM TMEPUOE MOXKET YJIYUIIUTh MPOTHO3 MOYEYHOU BHIXKUBAEMOCTH.
IIporuo3 ucxoa0B ATUNUYHOT0 TeMOJUTHKO-YPEeMHYECKOr0 CHHAPOMA Yy JeTeil

CoeBpemennas quarnoctrka al ' YC, Takke Kak U CPOKH Havaja KOMILIEMEHT-OJOKUPYIOIeH
Tepanuu HampsIMyIO OMPEEINIAIOT MPOrHo3 3a0oaeBanus. [loaTOMY clieyIomuM TarnoM UCClIeIOBaAHUS
SBUJIACh OLIEHKa MporHo3a ucxoaoB nanueHToB ¢ al' YC. [lnurenbHocTh HAOMIOJIEHUS 32 JETbMH C
MomeHTa jaebrota al'YC no gatsl mociieqHero KoHtakta cocraBmia Me 1464 cyr. [832; 2327]. Ot
nebroTa 3a0oJieBaHUsl O Hayaia JICYCHHS DKYJIM3yMaOOM 3aperucTpupoBaHo 82 peruauBa y 43
MAIUEHTOB.

[Ipu ananuze oOIieil BBDKMBAEMOCTH YYUTHIBAJIOCh HACTYIUIEHUE CMEPTH OT JIF0OOH MPUYUHBI,
B TOM YHCJE€ HE CBSI3aHHOM C caMuM 3a0osieBaHMEM U INpoBoguMol Tepanuu. M3 211 nmanueHTos,
o0cienoBaHHBIX B ocTpoM niepuoze / peruause al YC, gepe3 1 rog HaXOIWIOCHh TOJ HAOTIOACHHEM
178 mauuenTtos, ko 2 roxy — 153, k 3 rogy — 123, k 4 roxy — 102 u k 5 ronam — 81 pebdenok. K 1 rogy
HaAOII0/IEHUs JIETANIbHBIM UCXO/1 3apETUCTPUPOBaH B 16 ciyuasx, ko 2-my — y 3 gereid, uepes 4 roga —
eme 1 pebenok ymep. K 3 romy HabmoneHus U yepe3 S JIeT BCE MANMEHTHI ObUTH JKUBBI. 3HAYCHUS
oneHok Kannana-Meliepa 4acToThl BBIKHBAeMOCTH nanueHToB ¢ al'YC co BpeMeHH yCTaHOBJIEHHOI'O
MUarHo3a B T€YCHHE S5 JIeT HaONIO/CHUs, HE3aBUCHUMO OT BUAA Tepamuu, coctaBuna 89,8%+2,2%, a
neransHOCTh — 10,2%. OOmas 5-meTHsAs BBDKMBAEMOCTh MMAIIMEHTOB OT Havala Tepamnuu
sKynuzymaboMm (N=187) no ero ormensl coorBercTBOBana 90,8%+2,2%, neranbHocTh AocTUraa 9,2%.
Cremyer OTMETUTH, UTO BCE Cydau JeTaibHoro ucxona npu al'YC 3apeructpupoBansl B niepsbie 1,5
roja OT Hayaja JiedeHus sKynuszymadbom. Tak, u3 187 mamueHTOB B TeueHue | HEAENTU OCTPOro
nepuoAa ymepio 3 gereld, Kk 1-my rogy HaOmOaeHUS — JeTalbHBIA HCcxol pasBuica B 10 ciayyasx,

gepes 1,5 roga ymepiio emie 3 aereit (Pucynok 11).
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Pucynox 11 — O6mias BenkuBaeMocTh Aeteit ¢ al' Y C npu tepanuu sxynmu3zymadbom (n=187)
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Cpemn Bcex BoDKuBIIMX jaeret ¢ al YC (n=191), He3aBUCHMO OT MPOBEACHHOTO JICUCHUS
(rrasmotepanust /| skynusymad) B 100 (52,4%) HaOmomeHHsX (YHKIUS [OYEK IOJHOCTHIO
BOCCTaHOBUJIAch rocie octporo anusona al'VC, a B 91 (47,6%) cnyuae paswiack XBII. Tak, Cl
nuarHoctupoBana y 45 (49,4%) nereit, C2 —y 22 (24,2%), C3 — B 11 (12,1%) cayyasx, C4 — 2 (2,2%)
u C5 —y 11 (12,1%) nereit. AI' B KOHEYHO# TOYKE MCCIEIOBaHUS perucTpupoBaiachk B 76 (39,8%),
['KMII pa3Bunace B 29 (15,2%) cayuasx, JKMII — B 13 (6,8%). IlocinencrBusa nopaxenust [THC
umenmn 15 (7,8%) manuentos, nmpudeM B 53,3% (n=8) nabmroneHmii copmupoBanace smuiencus. B
UCXO/Ie MypueponoJoOHOH peruHomaTuu U Tspkenoro mnopaxenuss LIHC ocrporo mepuona
BriocseacTBuu y 8 (4,2%) nereit pazsuiiace YA3H.

AHanu3 MpelIuKTOPOB HEOIAronpUATHOTO MPOTHO3a MPOBOJIMICS TOJIBKO CPEIu IMalUeHTOB,
nosyuuBmuX 3kyiau3ymad (n=187). KymynsatuBnas nHuumaeHtHocts XbII C1-C5 y nanueHToB, He
MMEBIIIUX JaHHOE OCJIOKHEHHWE Tepe] HaudajioM Tepanuu dKyauzymadom (n=143) cocraBumna 38,5%
(n=55) cayuaes: XBII C1-C2 auarnoctupoBana B 31,5% (n=45) cayuaes, XBIl C3-C5 — B 7,0%
(n=10). Bce cayuan pazsutus XbII (n=55) peanuzoBanuck 10 46 mec. Tak, k 12 mec. HabmOAeHUS
XBII ycranoBneHo Obuto y 29 manueHToB, k 24 mec. —enie y 13, k 36 mec. —eme y 9 u x 48 mec. —
eme y 4 nereid. To ectb k 2 rogaM HaOmoneHUs B 4 ciy4dasx (76,4%) Obuta muarnoctupoBana XbII.
[Tpu stom paszsutre XbII C3-C5 npousomnio B o0CHOBHOM J0 3,8-1eTHero nepuoja HabmoaeHus. Tak,
B niepble 12 mec. XBII C3-C5 nuarnoctupoBano y 6 nereid, k 24 mec. —eme y 1, k 36 mec. —eme y 1.
Taxum obpazom, B 90% ciyqasix npoaBunyteie ctanuu XbII pa3BuBaioTcs B mepBbie 3 ToAa OT Havajga
HaOmoaenus (Pucynok 12).

o
%]
1

.
]
1

e
L

e
=]
1

KyMYJ'lHTI’IBHaH HHIUHIEHTHOCTD

0 12 24 36 48 60
Mecsibl ¢ MOMEHTA CTAPTA 3KyIN3ymMada

YHucno g0KUBIIUX (YUCIIO COOBITHIT)

{ 143 99 (6) 65 (7) 36 (9) 22 (10) 13 (10) |
0 12 24 36 48 60
MecsLBl ¢ MOMEHTA CTapTa dKyanu3ymada

Pucynok 12 — KymynstuBHas uHuumaeHTHOCTh XBII C3-C5, pa3BuBmIasics mociie Hayana Tepanuu

aKyau3yMaoom, y nereit ¢ al YC (n=143)

VYcranoBineHo, 4To cpeaw (akTOpoB, MPOTHOCTHYECKH CBS3aHHBIX C pa3ButueMm XblIl,
HECMOTpPS Ha MPOBOJUMYIO KOMILIEMEHT-OJOKUPYIONIYI0 TEPANUio, UMEIOT 3HAUYCHHUE: JUTUTEIHLHOCTh
azoremuu >50 cyt. (OP 2,1 (95% U 1,4-3,4), p<0,001), npogomxurensaocts 31T > 10 cyt. (OP 2,6
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(95% U 1,4- 4,8), p=0,002), permaussl al YC 1o npumenenus skyauzymada (OP 2,0 (95% 1IN 1,2-
3,6), p=0,014) u mo3aumii cpok (>4 Heaelb) HHULIHAIMH KOMILICMEHT-O0Kupyromiei tepamuu (OP
1,6 (95% AU 1,04-2,6), p=0,03).

Vcxompl ManenToB B KOHEUYHOW TOYKE MCCIIEJOBAHUS TAKXKE PAa3IMYAINCh B 3aBUCUMOCTH OT
BapHAaHTOB I€HOTUIIOB MapkepoB TpoMmOodwmiuu. Tak, mpu KOMOMHUPOBAHHOM COYETAHUU T€TEepPO- U
TOMO3UTOTHBIX T€HOTHIIOB T€HOB I'eMOCTa3a B OTIUYHMH OT JETEW C reTepO3UrOTHBIM HOCUTEILCTBOM,
CTaTUCTHYECKH 3HAYMMO dYame auarHoctupoBaiack Al (p=0,014), tpeboBanocs nposenenue 31T
(p=0,047), u coorBeTcTBeHHO, yanie pazBuBanochk XbII (p=0,047). Takxe B 3T0OM rpynme B 6,4 paza
yaie umesio mecto nporpeccupoBanue XbII o C4-C5 (23,1% vs 3,6%). YcTaHoBIEeHO, UTO HAJIUYHE
pa3IMYHBIX T€HETHMYECKUX BapUAHTOB IeHOB ()epMEHTOB (hoaTHOTO MeTabonu3Ma HE BIMSET Ha
ucxobl narueHToB ¢ al' YC.

B 37,7% (61/162) ciiydaeB uepe3 12 Mec. OT Havasa JIe4eHHS dIKyau3ymaooMm y nereit ¢ al' YC
pasBuiack AI'. @akropamu pricka passutus Al sBunmuck: CFH-AT-al'YC (OP 1,8 (95% AU 1,2-2,5),
p=0,013), Hanuuue runepreHsuu B octpom nepuoae (OP 3,8 (95% AU 1,8-8,9), p<0,001), mpu
uaTenbHocTd anypuu >7 cyt. (OP 3,1 (95% AU 1,2-9,2), p=0,035) u tpomboiuToneHuu >14 cyr.
(OP 1,8 (95% AN 1,05-3,3), p=0,049), npu pazsutun guanuzzasucumoro OIIT (OP 2,1 (95% AU 1,3-
3,7), p=0,005) ¢ mmurenprocthio 3IIT >10 cyr. (OP 2,0 (95% AU 1,2-3,5), p=0,01), nmopaxeHuu
cepana B octpom mepuoae (OP 1,7 (95% JU 1,1-2,8), p=0,021), perumuBax 10 HCIOIb30BAHUS
sxyau3zymada (OP 2,3 (95% AU 1,6-3,3), p<0,001) u npu orcpoueHHOM (>4 Hemeab) NPUMCHEHUU
KOMILIeMeHT-0mokupytomiei tepamuu (OP 3,7 (95% U 2,3-6,0), p<0,001).

IIpu ananmusze ¢akropoB, accouuupoBaHHbIX C pazButueM [KMII B KoOHeuHOW TOuUKe
uccnenoBanus (N=168) mpogeMoHCTpUpOBaHa CTaTUCTUYECKH 3HaunMas accormanus ¢ CFH-AT-al'VC
(OP 2,5 (95% AN 1,1-5,7), p=0,027), azoremucii >50 cyr. (OP 2,5 (95% JAU 1,1-5,7), p=0,032),
msokenon AT (OP 9,8 (95% JIU 1,3-75), p=0,023), nopaxkenuem cepjia B octpom nepuoae (OP 5,8
(95% U 1,7-20), p=0,001), HapylieHHEM THACTOIUYECKOW (DYHKIMH JIEBOTO HKEIYJ0YKa B OCTPOM
nepuoae (OP 4 (95% AN 1,4-11), p=0,004), runeptpodueii MexKeTyT0UYKOBOH MEPErOPOJKHA B
octpom nepuoje (OP 3,4 (95% U 1-12), p=0,039), runeprpodueii U auatarpe JeBOro xeaya0uka
B octpom nepuoge (OP 6 (95% AU 2,7-14), p<0,001 u OP 3,1 (95% AU 1,4-7,2), p=0,004),
pacimpeHueM JeBOro mpeacepans U Bocxoasmuied yactu aoptel (OP 4,5 (95% JIU 1,5-13), p=0,004 u
OP 5,2 (95% U 2,0-13,5), p<0,001), oTrcpoucHHbIM (>4 Henenb) Ha3HaYeHUEM 3Kynu3ymada (OP 4
(95% U 1,4-12), p=0,007).

®akTopbl, acconuupoBaHHbie ¢ pa3ButhuemM JKMII B KOHEYHOM TOYKE MCCIEIOBaHMS,
npoaHanu3upoBaHel y 169 mnanumentoB. JlanHoe cocrostHMe accomuupyerca y aered ¢ al'YC ¢
azoremueit >50 cyt. (OP 8,9 (95% AU 1,9-11), p<0,001), Tsoxenoit AT' (OP 8,3 (95% AN 1,8-38),
p=0,001), Hapymennem JIDJIK B octpom nepuosae (OP 4,9 (95% AU 1,4 -17), p=0,005), nunararueit
aesoro xenynouka (OP 10,7 (95% JAU 2,3-50), p<0,001), paciimpeHreM BOCXOASIICH YaCTH aOPTHI
(OP 7,8 (95% AU 2,4-26), p<0,001), peumauBamu al'VC (OP 5,7 (95% U 1,7-19), p=0,002),
HO3THUM CTapTOM JieueHus dKyimu3ymaoom (OP 5,4 (95% JIU 1,2 - 25), p=0,015).
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AHaaus 6e3peummBH0ﬁ BBIXKHBAEMOCTH IMMAINHECHTOB ¢ aTUIMMNYHBIM I'eMOJIUTUKO-

ypeMH4YecKHM CHHAPOMOM I0CJIe OTMeHbI IKYyJIu3ymMada

Hamu npoBenen anaiu3 Oe3pelMIMBHOM BBDKMBAEMOCTH JIET€H IOCIE OTMEHBI JICUCHUS
skynuzymabom (N=55). JIuTeapHOCTh HAOIIOACHHS OT HaYalla Tepaiy SKyJIu3yMaboM 10 ee OTMEHBI
cocraBuia Me 739 cyr. [393; 1098] (min 49 cyr., max 2072 cyr.). Y 14 nereit sToii rpynmsl B
aHaMHE3€ OTMEYAIOCh Pa3BUTHE 33 PEIHUIUBOB A0 TEpanmuu HKyau3ymadoM. [IpoomkuTensHOCTh
JICUCHHMSI TIepe]T ero oTMeHou coctaBmina Me 24,3 mec. [12,9; 36,1] (min 49 cyt., max 68,2 mec.). B 16
(29,1%) wnaGmaromeHusx 3aboJieBaHHE HMMEIO T'€HETHYECKH AETEPMHUHUPOBAHHYIO HpuUpoay: B 14
ciydasix BeisiBiacHbl mytaiuu CFH (n=2), CFl (n=3), C3 (n=2), MCP (n=1), THBD (n=2), CFHR2
(n=1), CFHR5 (n=3). B 2 HaOm0JcHUSIX ONpPEACISIINCh TCHETUYCCKUE BAapUAHThI, HE CBSI3aHHBIC C
cucremoir kommiementa: DGKE (n=1), ADAMTS13 (n=1). ¥ 3 nereli BBIABISUIACH JICIICIIUS
CFHR1|CFHR3 (romo3urotHast — 2, rereposurotaas — 1). Ilepen otmenoit skynusymadba B 32,7%
(n=18) ciyuaeB muarHoctuposana XBII C1, 8 10,9% — XBIT C2, B 9,1% — XBII C3 u B 5,4% — XBII
C5. Iocne ormensl skynu3ymaba peruanus al'YC passuiics B 16,4% (9/55) cnydasx. Bee penmanBb
peaTn30BaUCh B MEPBBIE 9 Mec. T0CIe OTMEHBI TEPAIH, IPHYEM Y TTOJIOBUHBI Je€Teil — B TIepBbIe 3
mec. (Me 89 cyr. [61; 159]) (min 3 cyt., max 261 cyt.). OxHoneTHsist Oe3peluanBHas BBDKHBACMOCTh
coctaBuia 82,1% + 5,4%, koTopasi He U3MEHSJIaCh HAa OCTABIIEMCS CPOKE HAOJIFOICHHMS.

YcTaHoBIEeHO, YTO pUCK BO3HMKHOBeHMs peuuauBa al' YC B 4,4 pas3a noBbllIaeTcs y JeTeH C
neororom al'YC mocrne 1 roga (OP 4,4 (95% 11U 1,2-16,4), p=0,016), B 3,9 pa3 npu HATUYHH TKEIOH
AT B octpom nepuoze (OP 3,9 (95% AU 0,97-15,6), p=0,039), B 6,7 pa3 npu umeromnieiics XBIT 10
WHUIMAIMK Tepanuu dKynmuzymabom (OP 6,7 (95% AU 1,8-25,3), p=0,001), B 6,9 pa3 — mpu
peunauBax al' YC mo Hawana matoreHernueckoir Tepamuu (OP 6,9 (95% JU 1,8-25,8), p=0,001) u B
4,2 paza — nipu oTcpoueHHOM (>4 Henmenb) jeueHun dKyausymadoom (OP 4,2 (95% AN 1,04-16,7),
p=0,029) (Pucynku 13-17).
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Pucynok 13 — bespenuauBHas BBDKMBAEMOCTb IOCIE€ OTMEHBI 3Kyiau3ymaba B 3aBUCUMOCTHU OT

Bo3pacrta aeorora al'YC y mereit (N=55)
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Pucynok 14 — be3speuuauBHas BBDKMBAEMOCTb IIOCIE OTMEHBI 3Kyiau3ymaba B 3aBUCUMOCTHU OT

TSDKECTH apTepuaibHoi runeptensuu npu al YC y nereit (N=55)
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PI/ICYHOK 15— Be3pCI_II/IZ[I/IBHaSI BBIDKMBACMOCTD ITOCJICE OTMCHBI 3Ky.]'[H3yMa6a B 3aBUCUMOCTH OT CPOKOB

WHHUIIHAIIH KOMILTEMEHT-0okupyromieit repanuu npu al' YC y neteii (n=55)
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Pucynok 16 — bespeumauBHas BBDKMBAEMOCTh II0CJAE€ OTMEHBI SKyJIM3ymMaba B 3aBUCHMOCTH OT
nanuuus XBIT npu al'VC y nereit (n=55)
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PI/ICYHOK 17 — Be3peI_II/II[I/IBHaSI BBIDKMBA€MOCTDb IIOCJIE OTMCHBI 3Ky.]'II/I3YMa6a B 3aBHCUMOCTH OT

HaTn4Ms penuanBoB B anamuese npu al YC y aeteit (N=55)

Peunnusel B rpynne nereit ¢ peanusanueii al'YC nocne 1 roga *u3HU pa3BUINCH B MIEPBBIE 6
Mec. Iocjae OTMEHBI IKyJIn3yMala, pH TskelloM TedeHun Al — B epBbie 9 Mec., y IOJIOBUHBI JeTel ¢
XbII m peruauBamu B aHamMHe3€ — B TEpBble 3 U 6 MecC., COOTBETCTBEHHO, a MPU OTCPOYEHHBIM

MPUMEHEHUH IKYIu3yMada Bce COOBITHSI MPOU3OIILIH B ITEPBBIE 6 Mec.
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Takum o6paszom, al'YC — Tskenoe 3a0ojieBaHME C YIOPABISIEMBIM TMPOTHO30M TIPH
CBOEBPEMEHHOI JMarHOCTUKE W paHHEM CTapTe KOMIUIeMeHT-Ojokupyroniei Tepanuu. [Ipumenenue
9Kynau3yMaba 00OCHOBaHO cpa3y mocie nocTaHOBKHM auarHoza al' YC ¢ 1enbi0 BOCCTaHOBIICHUS
(GyHKIMU yTpaueHHBIX OpPraHOB, B IEPBYIO O4YEpeIb MOYECK, W MPENyNpeKACHUs TallbHEHIIero
nporpeccupoBanuss TMA. B pesynbpTare NpoBEAEHHOIO HCCIEIOBAHUS BBISIBICHBI OCOOEHHOCTU
teuenust al'YC, ompenenensl (akTopbl pucka HEOJIAronpusATHOTO MPOrHO3a U Pa3BUTHS PEIUINBOB
[I0CJIE OTMEHBbl KOMIUIEMEHT-OJIOKUpYIOLIEH Tepanuu Pe3ynbTaTel HMCCIEN0BaHUS AEMOHCTPUPYIOT,
4TO JICYEHHE OKYIM3ymaOoM MpUBOIUT K OblcTpoMy perpeccy cumntomoB al'VC, mnpuuem
MO3UTUBHBIA 3((DEKT JieueHus MpojokaeTcs U B 0oJjiee OTJaJIEHHbIE CPOKU Tepanuu. BrlsiBieHue
paHHUX MPEeIUKTOpOB HebOmaronpusTHoro ucxoga ['YC mo3BomsaT (GopmMupoBaTh TpyHIbl pHCKa,
TpeOyromre 6oJee TIATEIBHOTO U JUIMTEILHOTO HAaOII0ACHHUS TI0CIIEe OCTPOro Iepro/a 3a00IeBaHus U
oTMeHBl dKynu3zymaba. llocie mpekpamieHuss Tepanuu JKyIu3yMaOoM HEOO0XOAWMO PperyispHO
MPOBOAUTH JTAOOPATOPHBII MOHUTOPUHT TpU3HAKOB TMA, 4TOOBI CBOEBPEMEHHO AMAarHOCTUPOBATH
peuuauB TMA u BO300HOBUTH JiedeHHe. J[TUTENBHOCTh TEpamuu SKYIU3ymMaOoM JOJKHA
ompeaenatecs Bo3pactoM jgebrora al'YC, 0COOCHHOCTSMHU KJIMHHYECKOTO TCUCHUS, HATUYHECM

PECUIUIUBOB B aHAMHE3EC, TCHCTUUCCKHUM HpO(i)I/IJIeM nanucHTa.

BbIBO/IbI

1. Tpurrepamu al'VC y nereir B 81,5% ciiydyaeB SBISUINCH KOMILJIEMEHT-aKTHBHUPYIOIINE
daxTopsl: O6akrepuansupie OKU 52,9%, OPBU 19,2%, Bupycubie nuapeu 10,5%, Bakuunamus 7,6%.
ITpu aI'VC y nereit yacTtoTa 3KCTpapeHaJIbHBIX NPOSBICHUN cocTaBuwia 85,8%, ¢ mopaxkeHuem >2
cucteM (75,5%): opranoB XKT 61,6%, cepneuno-cocyauctoii cucremsl 57,3%, ITHC 52,6%, nerkux
27,0%, rna3 20,4%, xoxu 0,9%.

2. Cnopannueckas ¢opma al' YC y nereit nuarnoctupoBanack B 76,8%, cemelinas B 2,8%,
npuobperenHas popma B 20,4%, cirydaes.

3. Bospact nmebrora mpu cropagaudeckoii/cemeiiHoil (Gopme ObUT CTATHCTHYECKH 3HAYUMO
MeHbIIIe, ueM Tpu npuodperennoi ¢popme y nereit ¢ al YC (Me 37 [16; 70] mec. vs Me 84 [57; 112]
mec.; p<0,001). Teuenue octporo nepuoaa ObLIO OJUHAKOBO TSHKEIBIM HE3aBUCUMO OT €ro (GOpMbI U
BBISIBJICHHBIX TPUITEPOB. Y jerelt ¢ mpuodperenHoi ¢popmoit al'VC yarie pasBuBasiach Oosee Tskenas
anemus (p=0,006), runepOunupyounemus (p=0,018) u TpombouTONEHNs >14 CcyT. (p=0,008).

4. B 53,4% cny4aeB y neteit co cropanuueckoi/cemeitHoit ¢popmoii al'YC oOHapyKUBaIHUChH
TEHETUUYECKNE BapUaHThl Pa3HOM KIMHUYECKOW 3HAYUMOCTU (TOMO3UroTHbIE 7,1%, reTepo3uroTHble
92,9%): CFH (17,1%), C3 (12,9%), CD46 (12,9%), CFI (7,1%), THBD (5,7%), CFHRS5 (5,7%),
ADAMTS13 (5,7%), INF2 (2,9%), DGKE (2,9%) u xomOunupoBaHHble MyTaimu (22,9%). ons
MAaTOTeHHBIX MyTalnui coctaBmia 8§,6%, BEpPOATHO MaTOTeHHBIX 42,8% W ¢ HESICHBIM KIMHHUYECKUM
3HayeHueM 46,8%. B 87,8% cnyuaeB y nereit ¢ mpuobperenHoit ¢opmoii al'YC onpeznensiach
nenerusi CFHR1|CFHR3 (romosurothsie 77,8%, rerepo3urotbie 22,2%).

5. Ins Bcex pmerert ¢ al'VC, He3zaBucMMO OT ero (opmbl, 3HAYUMOCTH BBISBICHHBIX

TCHCTUYCCKHUX BApHWAHTOB WM HX OTCYTCTBHUH, XApPaKTCPHO COINOCTABHUMOC II0 TSAXKECTU TCUYCHHC
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OCTpPOTO TIEPHOJIa C pa3BUTHEM MoJuopraHHoi nucynkuu (p>0,05). PenuauBupyrommii xapakTep
a'VC 1o mnpoBeaeHHs KOMIUIEMEHT-OJIOKUPYIOIIEH Tepanuyd CTAaTUCTUYECKHM 3HAYMMO 4alle
BCTPEYAJICS CPeliu JeTeit ¢ MyTanusamMu reHoB komiuiemenTa u aenenusmu CFHR1|CFHR3 (44,4%) no
CpPaBHEHHIO C MalreHTamMu, He umeronumu mytamui (31,4% u 44,4% vs 13,1%; p=0,031, p=0,004).

6. MynpTurennas ¢opma TpomOoduiuu auarHoctupoBanack B 98,1% cnyuyaeB al'VC, ¢
3amMeHo B 4-6 reHax B 72,2% HaOMIOIEHWI;, B CpPaBHEHHWHU C TOMYJISIIUOHHBIMH JaHHBIMHU
CTaTUCTHYECKU 3HAYMMO dYalle OOHapYXHMBAJIUCh reTepo3uroTHsle BapuanThl G(-455)A renma FGB
(p=0,022), G1691A rena c¢akropa V (F Leiden) (p=0,035), A66G rema MTRR (p=0,005) u
romo3urotHbiil BapuanT C176T rena ITGB3 (p=0,003).

7. Ilpy roMo- W TeTEpPO3UTOTHOM HOCUTENIBCTBE I'€HOB I'€éMOCTa3a CTATUCTHYECKH 3HAUYMMO
yale OTMevaluch JuiuTenpHas Tpomoouurtonenus (p=0,019), aprepuansnas runeprensus (p=0,012),
camxkenue muypesa (p=0,031), azoremus (p<0,001), nuanu3zaBrcumoe noBpexaeHue mouek (p=0,037)
u pazsutue XbII (p=0,047), IIpu BbIABICHHH >3 MPOTPOMOOTCHHBIX T'€HOTHIIOB I'€HOB I'€MOCTa3a
CTAaTHCTUYECKU 3HAUMMO yBENUYMBANIACh JuuTeabHocTh anypuu (p=0,019) u 3I1IT (p<0,001), a npu 4-
6 aJUIeNbHBIX HAPYIICHHUSX CTATUCTHYECKH 3HAYMMO Haie Obu1 cHmkeH nuypes (p=0,000), nouaHee
nepuon anypuu (p=0,041) u azoremun (p=0,001).

8. 'emaronornueckas HopMmanuzauus U ynyduienue QyHkuuu nodek npu al' YC Hanpsamyro
3aBHceNla OT CPOKOB HWHUIMAIMN KOMIUIEeMEHT-OJokupyromei tepanuu. [lonHblii oTBeT 1O
TPOMOOTHYECKON MUKPOAHTHOINATHU (HOPMAIHM3AIKs YPOBHS TPOMOOIIMTOB, JAKTATACTHAPOTEHA3HI,
CHIKEHHE KpeaTWHHUHA Ha >25% OT MCXOJHOTO YpOBHs) Ha 26 U 52 Henmesne Tepanuu dKyIu3yMadom
JOCTUTHYT y J€TeH, HayaBIIKX JiedueHue B nepsble 2 Hepenu al ' YC — B 100%, Ha 3-4 Henene — B 84,2%
u 86,4% cnyudaes, nocie 4 negenu — B 46,8% u 52,9%, coorBercTBeHHO (p<0,001). Obmas S-nerHss
BBDKMBaeMOCTh Jieteld ¢ al'YC, mosy4aBmx JieueHue 3Kyan3ymadom, coorsetctBoBaia 90,8%=+2,2%,
kymyssituBHas uHIMAeHTHOCTh XBIT C1-C2 cocraBuna 31,5% cayuaeB, XbII C3-C5 — 7,0%. OtBer
Ha MAaTOreHEeTUYECKYI0 Tepanuio U nmporuo3 al Y C He 3aBHuCceN OT TeHETUYECKOT0 MPOQUIIs MAIUEHTOB.

9. Ilpeauxropamu pazsutus XbII sBusmuce: purensHocts 31T > 10 cytok (OP 2,6; 95% AU
1,4-4,8) u a3otemuu >50 cyt. (OP 2,1; 95% AU 1,4-3,4), peuuauBupyromuii xapakrep tedeHus al' yYC
(OP 2; 95% U 1,2-3,6), nayasio Tepanuu >Kyau3ymadbom mozxe 4 Heaenu ot aedrota (OP1,6; 95%
U 1,04-2,6).

10. IIpeaukTopamu pa3BUTHS TUNEPTPOPHUUECKON KapAHMOMUONATHH SBISUTUCKH: Tspkenas (OP
9,8; 95% I 1,3-75) u ymepennas aprepuanbhas runeptensus (OP 5,8; 95% AU 0,7-46), nmopaxeHue
cepama B octpom mepuoae al'YC (OP 5.8; 95% AU 1,7-20), mo3aHmii CpoK Hayaia JeYCHUs
sKkynu3ymabom — nocie 4 nexenu (OP 4; 95% AU 1,4-12), npuobperennas ¢opma al' YC (OP 2,5;
95% U 1,1-5,7) u azoremus >50 cyr. (OP 2,5; 95% AU 1,1-5,7).

11. TIpenukTOopamMui pa3BUTHS JAMJIATAIIMOHHON KapAMOMHUONIATHH SIBJSUTACH. JTAJIATAIIHS
neBoro xkemyaouka B octpom nepuoze (OP 10,7; 95% AU 2,3-50), azoremus >50 cyt. (OP 8,9; 95%
AN 1,9-41), Tsxenas aprepuanvhHas rtuneptensuss (OP 8.3; 95% AU 1,8-38), pacmmpenue
Bocxomsmei yactu aoptel (OP 7.8; 95% JIU 2,4-26), peuunuel al YC 10 JedeHus dKyIn3yMadoM

(OP 5,7, 95% 1N 1,7-19), orcpoueHHoe (>4 Hemenb) MPOBEICHHE KOMILIEMEHT-OJOKHUPYIOIIEH
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tepanuu (OP 5.4; 95% JU 1,2-25), napyuieHue OuacTOIMYEeCKOM (DYHKIMU JIEBOTO Kelylodka B
octpom niepuoe (OP 4,9; 95% I 1,4-17).

12. PenunuB al'YC mocne oTMEHBI KOMIUIEMEHT-ONOKUpYIomeil Tepanuu pa3suicsa B 16,4%
HaOJroIeHnil B TeUeHHE MEPBHIX 9 Mec., oJHONeTHssT Oe3penuauBHas BeDKUBaeMoCTh jaereil ¢ al'yYC
cocraBuia 82,1%=+5,4%.

13. dakropamu pucka peruanBa al'YC mocie oOTMEHbl KOMILIEMEHT-0JI0KUPYIONIeH Tepanuu
SBWJIMCh: pernuauBupytomiee teuenue oonesnu (OP 6,9; 95% U 1,8-25,8) u wamuume XBIT mo
teparnuu dKynmu3ymadom (OP 6,7; 95% AU 1,8-25,3), Bo3pacT mereit >12 mec. HA MOMEHT Pa3BHTHS
al'VC (OP 4,4; 95% AU 1,2-16,4), Tsxenoe TeueHue apTepruaIbHONW TUIIEPTEH3UH B OCTPOM IEPUOJIE
(OP 3,9; 95% M1 0,97-15,6) u oTcpoueHHOe MPUMEHEHHE HKyIn3yMada mo3xe 4 Hexenu ot aedrora
(OP 4,2; 95% U 1,04-16,7),

ITPAKTUYECKHUE PEKOMEH/JALIUHN

1. Kpurepusmu, noxarsepxpatonvu al YC, sBisrorcs: ciiydan 3a00JieBaHHS B CEMbE U
peuuauBel TMA, pasButue TMA npu Hamuuum Ttpurrepa (OPBU, Baknunauus, TtpaBMa,
XUPYpPruYecKoe BMEIATEeNIbCTBO) WM 0€3 TpUITrepa, MOBTOPHBIE 3IMU30/bl TeMOJIN3a U NOTpeOseHus
TPOMOOLIUTOB B OCTphIA Iepuoa Oo0Jie3HH, TOSBICHHE SKCTPAPEHAIbHBIX CHMIOTOMOB IIpU
paspemaromeiics TMA, oOHapyXeHHE MAaTOTCHHBIX MYyTallMii T€HOB KOMIUIEMEHTA M KYNMHPOBAHUE
CHUMIITOMOB 00JIe3HH Ha (POHE KOMIIEMEHT-0JIOKUPYIOIIEH Tepanuu.

2. Beem netsim ¢ al'YC noka3aHo npoBeIeHHE MOJIEKYISIPHO-TEHETUYECKOT0 00CIe10BaHUs 110
na"enu al'YC i onpeieneHus JIUTeIbHOCTH KOMIIJIEMEHT-0JI0KUPYIOLIeH Tepanu.

3. JIns MMarHOCTUKM TEHETHYECKH OOYCIIOBICHHOW TPOMOOQWMINHU, OMpEAETSIomeil TsSKECTh
TedeHUsl 3aboieBaHus U ciyxkauie ¢akropom pucka pazsutus XbII y nereit ¢ al'YC HeoOxoaumo
MCCJIEJOBAHUE T'€HOB F'EMOCTa3a.

4. lletam ¢ MynbTureHHod TpomOodumueit nmpu al'YC, mocine TpaHCIUIAHTALUMU TOYKH
TpeOyeTcss NpOBEIACHHE NEPBUYHON TpPOMOONPO(GUIAKTUKM B pPaHHEM MOCTTPAHCILIAHTAIMOHHOM
NepUOJIE U3-3a BBICOKOTO TPOMOOTE€HHOT0 pUCKA.

5. IlokazanusamMu K mnpoBeneHuto Hedpoduoncuu geram c¢ al'YC sBistoTcs: codyeTaHue
MAacCUBHOM TPOTEMHYPUHM C aHeMHMeH M  TpOMOOLMTONEHUEH, pa3BUTHE aHEMHHM WU
TPOMOOLIMTONIEHUH C OCTPHIM MOBPEXKICHUEM MTOUEK, COXpaHsIoLIeecs CHIKEHUE QYHKIMH MOYeK MpU
KyIUpOBaHUU remMarosiornueckux npossieHuil al'yYC, HeadhheKTUBHOCTh KOMIUIEMEHT-0JI0KUpYIOIIen
TEPaINH.

6. Jledenue skynusymaboMm Ipu auapeiiHoM npojpome OaktepuainbHOU sTHonoruu / STEC-
MH(pEKINN clleyeT MPOBOAUTh IMPU MOBTOPHBIX AMU30/1aX IreMoJiu3a M MOTPeOIeHHUs TPOMOOIUTOB,
MPUCOEAMHEHNH SKCTPAPEHANIbHBIX MTPOsABIEHUH Ha (poHe uin B epuo paspewaromieiicss TMA.

7. KommnemeHT-0J0KUpyIOlas Tepanusl MokazaHa npu npuodperenHoi ¢opme al'YC mpu
IIPOTUBONOKA3aHUAX K MMMYHOCYIIPECCUBHON Te€panyy, HEBO3MOXXHOCTH IIPOBEACHMS TIa3MOTEpaiu

WIM TIpU OTCYTCTBUM €€ 3ddekTa, npu acconuanuu antuten k ¢akropy H ¢ apyrumu myranusmu
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TEHOB KOMIUIEMEHTA U IPH TSHKEJIOM TEUCHUH 3a00JIeBaHUS C KU3HEYTPOXKAIOIIMMHI BHEMOYCYHBIMU
HPOSIBIICHUSIMH.

8. Ilpu mpuHsATHH pemieHuss 00 OTMEHEe KOMIUIEMEHT-OJIOKHPYIOLIEH Tepanuu HeoO0XO0AUMO
YUUTBIBaTh Bo3pact aebrora al ' YC, reHeTndyeckuii mpouiib NanueHTa, 0COOEHHOCTH TEYSHHUS OCTPOTO
neproza 00JIC3HU U HAINYKE PEIUINBOB B aHAMHE3E.

9. [Ipn mpekpameHud KOMIUIEMEHT-OJOKUPYIOMEH Tepanuu HEOOXOJUMO IIPOBEACHUE
MOHUTOPHHTA MapKEPOBTPOMOOTHYECKOH MHUKPOAHTHONATHN U BO30OHOBJICHHE JICUCHUS TIPU PAHHHUX

IpU3HAKax peruanBa He no3aHee 48 yacos.

IIYBJIMKAIUU ITO TEME JUCCEPTAIIU

1. DOmwmpoBa, X.M. MerunmanoHoBas auuaeMUsi — peaKas IPUYMHA TIEeMOJUTHKO—
ypemuyeckoro cunapoma y gereid / A.B. Iloma, T.FO. AbGaceeBa, X.M. OwmupoBa [u nap.] //
Meauarpus. Kypuan um. I'.H. Cnepanckoro. — 2013. — T. 92, Ne 5. — C. 147-150.

2. Imuposa, X.M. HacnencteHHas TpoMOOpuIus Kak (akTop pHCKa TSHKEIOTO TCUCHHS
FeMOJIMTHKO-YPEMHUECKOTO cuHapoMa y neteid / X.M. Dmuposa, A.B. [Toma, Ko3nosckas H.JI. [u ap.]
// TlemuaTpusi. ’Kypuaa um. I''H. Cnepanckoro. — 2014. — T. 93, Ne 2. — C. 11-109.

3. OmmupoBa, X.M. Ilopaxxenue I[HC y OONBHBIX C MIUra-TOKCUH AacCOIMUPOBAHHBIM
reMoJUTHKO-ypeMudeckuM cuaapoMoM (STEC-I'YC): coBpeMeHHBIEC aclieKThl TaTOreHe3a, KITMHUKH |
crpareruu nedeHus (063op smreparypsl) / WM.1O. llnukanosa, T.E. Ilankparenko, X.M. Omupona [u
np.] // Hedgpoaorus u nmanu3s. — 2014. — T. 16, Ne 3. — C. 328-338.

4. Dmuposa, X.M. TepmuHanpHas HoyeyHast HeJOCTATOYHOCTh M TAHKPEOHEKPO3 y peOeHKa
C aTMIMMYHBIM T€MOJIUTUKO-ypeMuueckuM cunapomoM / X.M. Omuposa, A.JI. My3ypos, O.H. ABneea
[v np.] / IpakTyeckas meauuuua. — 2014, — Ne9 (85). — C 167-171.

5. OmupoBa, X.M. ['eMOJUTHKO-ypeMUYECKMH CHHAPOM, AaCCOLMUPOBAHHBIM C IIUTra—
TokcHH—TIponyrupytomieir Esherichia coli / X.M. Dmuposa, E.M. Toncrosa, M.1O. Karau [u ap.] //
Hedpoaorus. — 2016. — T. 20, Ne 2. — C. 18-32.

6. Imupoa, X.M. KnnHnveckas u reHeTHYecKas XapaKTEPUCTHKA POCCHUCKHX NETeH C
ATUMUYHBIM TeMOJIUTHKO-ypeMudeckuM cunapomom / A.H. Lpirun, A.M. Ma3o, [1.B. Ananbun, T.B.
Bamypuna, A.A. Ilymkos, 1.C. Xanun, /[.B. 3Bepe, X.M. Omuposa [u np.] / llequatpus. KypHaa
uMm. I'.H. Cnepanckoro. — 2017. — T. 96, Ne 2. — C. 65-73.

7. OmmupoBa, X.M. CpaBHuTEIbHAS OIECHKA TSHKECTH TEUEHUS TUIIMYHOTO W ATUIMYHOTO
TeMOJINTUKO-YPEMHUECKOT0 CHHJIpOMa y JIeTei B 3aBUCUMOCTU OT ypoBHA akTUBHOCTH ADAMTS13 /
O.M. Opnoa, X.M. Dwmupona, [1.B. ABnonun // Poccuiickuii BeCTHHK NePHHATOJIOIHMH U
nequatTpuu. — 2017. — T. 62, Ne 4. — C. 244-248.

8. OmupoBa, X.M. KoMIuieMeHTHHTHOWpPYIOIIas Tepanmusi aTHIIAYHOTO TEeMOJIUTHKO—
YPEMHUECKOT0 CHHJpOMa y MAIMeHTKU C MyTaluei reHa, koaupytouiero ¢akrop H / U.H. Jlynan,
AJO. MMumansaukos, X.M. Omuposa [u nap.] / lHequarpudeckas gapmakoorus. — 2018. — T. 15,
Ne 6. — C. 470-478.

43



9. OmwumpoBa, X.M. VYcHOemHpii ONBIT IMIECTHICTHEH TEpanmuud aTUIUYHOTO TE€MOJMTHKO-
YPEMHYECKOTO CHHJIpoMa y pebeHka skynuzymadom / X.M. DOmuposa, E.M. Toncrosa, A.JI. My3ypoB
[u np.] // Heppoaorusi u auamu3. — 2019. — T. 21, Ne 2. — C. 250-260.

10. OmupoBa, X.M. CeMeliHbI aTUINUYHBII T€MOJUTUKO-YPEMUUYECKHNA CHHAPOM: HUCTOPHS
oxuoii cempr / T.I1. Makaposa, X.M. Dmuposa, }0.C. Mensaukosa [u ap.] // Hedposaorus u quanmms.
—2019. - T. 21, Ne 3. - C. 370-377.

11. OmupoBa, X.M. OnsIT npuMEeHEHHS >3au3apuu® 1pU  ATUIUYHOM TE€MOJIUTUKO-
ypemudeckom cuaapome / X.M. Dmuposa, O.M. OpnoBa, A.JI. My3ypoB [u ap.] // IleguaTpus.
Kypnan um. I'.H. Cniepanckoro. — 2019. — T. 98, Ne 5. — C. 225-229.

12. Omupoa, X.M. Cucrema «<ADAMTS13 — dakrop don Bumnebpanga — TpoMOOIIUTHI
IIPY aTUITMYHOM T€MOJIHMTUKO-YPEMUYECKOM CHHIIpome y neteit / X.M. Dmuposa, O.M. Opnosa, E.M.
Uwnuayra [u ap.] / llequatpus. ’Kypuaa um. I'.H. Cnepanckoro. (meguatpus) — 2021. — T. 100, Ne 4.
- C. 12-19.

13. Dmuposa, X.M. CoBpeMeHHbIE TOIXObl K BEICHUIO JIETEl C aTUIMUYHBIM T'€MOJIUTHKO-
ypemudeckuM cuHapomoM / X.M. DOwmpoma, T.FKO. AbaceeBa, A.A. bapanoB [u ap.] //
Menuarpuueckas papmakonorus. — 2022. — T. 19, Ne 2. — C. 127-152.

14. Imuposa, X.M. KoMIuIeKCHBI MOAXO0J K TUATHOCTHKE U TaKTHKA JICUCHUS aTUIHYHOTO
TEeMOJUTHKO-YPEMUYECKOTO CHHJIPOMA, accoluupoBaHHoro ¢ mytanueir B reHe CFH: knunuueckoe
Habmoaenue / X.M. Dmuposa, U.H. Jlynan, A.lIO. [Mumansuukos [u ap.] // Meqnarpus. ’Kypuan
uMm. I'.H. Cnepanckoro. — 2022. — T. 101, Ne 6. — C. 168-177.

15. OmupoBa, X.M. KiuHudyeckue OCOOCHHOCTM TEUEHUS M MCXOJbl AaTUIHYHOTO
TreMOJINTUKO-YPEMHUECKOT0 CHUHJIPOMA, ACCOLMMPOBAHHOIO ¢ aHTUTenamu K ¢akrtopy H / X.M.
Owmuposa, T.E. [lankparenko, B.K. Baxurtos [u ap.] // Ileanatpus. ZKypuaa um. I'.H. Cnepanckoro.
—2024. - T. 103, Ne 1. — C. 123-137.

16. OmupoBa, X.M. BiusHue reHeTuueckoil TpoMOOPUINM Ha TSDKECTb TEUCHMS
reMOJINTUKO-ypeMHUuecKoro cunapoma y nereit / A.B. Ilona, X.M. Omuposa, H.JI. Koznosckas [u ap.]
// Kimangeckast Heposorus. — 2015. — Ne 2-3, C. 33-40.

17. OmupoBa, X.M. «AyTOUMMYHHBI» aTUNHUYHBIA T€MOJIUTHUKO-YPEMUUYECKUNH CUHAPOM Y
peGeHKa — HOCUTEIs MHOXKECTBEHHBIX NMOJIMMOP(PU3MOB I€HOB TeéMOCTa3a (KIMHUYECKOe HAOIII0IeHHE)
/ O.B. Cememmna, B.H. Jlyganunosa, H.JI. Kosznosckasi, H.B. T'openuk, E.A. Mensuukosa, T.I1.
Mankesny, B.H. Cremaniok, A.A. I['puBaueBckas, X.M. OwmupoBa [u np.] // Kiununueckas
Hedpomorus. — 2015, — Ne 4, — C. 62-609.

18. DOmupoBa, X.M. IlpuuMHbBl W TEYeHHE XPOHHUYECKOH OOJIE3HM TOYEeK Yy JeTel
nomkonbHOro Bo3pacta / T.FO. AGaceeBa, T.E. [lankparenko, A.A. Bypos, X.M. Dmuposa [u ap.] //
AnpMaHax KIMHAYecKor MenquiHel. — 2015, — Ne 42. — C. 58-65.

19. Emirova, Kh. Recovery of renal function after long-term dialysis and resolution of
cardiomyopathy in a patient with aHUS receiving eculizumab / Kh. Emirova, E. Volokhina, E.
Tolstova, B. van den Heuvel // BMJ Case Report. — 2016.

44



20. DmupoBa, X.M. ATHUNUYHBIA TEMOJIHTHKO-YPEMUUYECKUM CHUHAPOM B TEAUATPHUCCKOU
npaktuke / B.X. AnteiHOBa, X.M. OwmmpoBa, H.b. Hurmarymmna [u nap.] / Kimauueckas
dapmakomnorus u repanus. — 2016. — T. 25, Ne 3. — C. 83-89.

21. Dmuposa, X.M. Pe3ynbTaThl Ie4eHUs IETeH C OCTPHIM MOYEUHBIM MOBpexaeHuem / A.JL.
Mysypos, T.IO. AGaceesa, I'.A. 'enepanosa, X.M. Dmuposa [u ap.] // Poccuiickuii BECTHUK ACTCKOM
XUPYPTHH, aHECTE3UOJIOTHH B peanumaroioruu. - 2017. - T. VII, Ne2. - C. 39-44

22. OmupoBa, X.M. Teuenune M HMCXOIbl JCUCHHS MANUCHTOB C THIWYHBIM T'€MOJIHUTHUKO-
ypemudeckuMm cuaapomoMm / A.JL.Mysypo, X.M. Dwmuposa, T.E. Ilankparenko // Poccuiickue
onoMmeauuuHckue uccaenosanus. — 2022, —T. 7, Ne 4. — C. 81-90.

23. OmupoBa, X.M. CucremMa KOMIUIEMEHTa KaK OOIllee 3BEHO B IMATOTCHE3€ I'eMOJIUTHKO-
ypemudeckoro cuaapoma / M.C. biimuoga, I'.A. I'erepanoa, X.M. Omuposa [u ap.] / Buonorudeckue
memOpansbl. — 2023. — T. 40, Ne 4. — C. 235-258.

24. Emirova, Kh.M. A moderate decrease in ADAMTS13 Activity Correlates with the
Severity of STEC-HUS / Kh.M. Emirova, O.M. Orlova, E.M. Chichuga [et al.] // Biomolecules. —
2023. —N13 (11) - 1671 —P. 1-11.

25. Emirova, Kh.M. The role of the complement system in the pathogenesis of infectious
forms of hemolytic-uremic syndrome / P.P Avdonin, M.S. Blinova, G.A. Generalova, Kh.M. Emirova
[et al.] // Biomolecules. — 2024. — N14 (39) — P. 1-36.

CIIMCOK COKPAILIEHUH
ATl — apTepuasibHasi TUTIEPTEH3US JIAI' — nakTaTaerugporeHasa
AJIT — ananuHamMuHOTpaHcepasa MAK — memOpaHOaTakyOUIMil KOMILJIEKC
ACT — acnnapraramuHoTpaHcdepaza Me — menunana
['KMII — runeprpodudeckas kapauoMuonaTus MMK — MeTunamanoHoBas KUCIOTa
I'KC - rimroKoKOpTHKOCTEPOUIBI MM® — mukodenonata ModeTni
I'VC — reMONMTHKO-ypEMUYECKUI CHHIPOM OIIIT — ocTpoe MoBpeKAEHHUE NTOUEK
al'YC — aTunu4HbINA TeMOJIMTHKO- OP — oTHOCHTENBHBIN pUCK
YPEMUYECKUN CHHAPOM [TIIP — nonumepasHas UenHas peakius

JABC — nucceMuHUpOBaHHOE POMK — pactBopruMble HruOpUH-MOHOMEPHBIE

BHYTPUCOCYJMCTOE CBEPTHIBAHUE

JHK - nezokcupubonykieasa

AW — noBepuTenbHbIA HHTEPBAI

JAKMII — nunaranimonHasi KapAMOMHUOIATUS
3IIT — 3amecTuTenbHas oYeyHas Tepanus
KAC — koMIIJIEMEHT-aKTUBUPYIOLIHE

COCTOSAHHUC

KOMILJIEKCBI
C3II — cBexe3amMOpoKEeHHas 1a3Ma

CIIOH — cuHapoM noamopraHHoin
HEJOCTATOYHOCTH

CCC — cepneuHo-cocyaucTas cuctema
TMA — tpomOoTHYECKasi MUKPOAHTHOTIATHSI

TMC — TanaeMHas Macc-CIeKTPOMETPHUS
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TTII — TpomboTHUECKAsT
TPOMOOIMTONIEHUYECKAs MypITypa

XBII — xpornyeckast 607€3Hb MOYEK

XBIT C1-C5 — xponudeckast 00J1€3Hb MOYEK
craguu 1-5

[THC — ueHnrtpasibHas HepBHas cUcTeMa
LD — muknodochamug

YA3H — yactuunas atpodus 3pUTEIbHOTO
HEepBa

ADAMTS13 — A Disintegrin And
Metalloprotease With ThromboSpondin 13
cbIC-T'YC — reMOTUTHKO-ypEeMHYECKUI
CUHJPOM, OTIOCPEIOBAHHBIN Je(PEKTHBIM
meTabonar3mMoM kobanamuna C

C3 — daxrop C3 (auru. — factor C3)

CFB — ¢akrop B (aurm. — factor B)

CFH-AT-al'YC — aTUIIUYHBINA TEMOJIUTHUKO-

YPEMUYECKUN CHHAPOM, aCCOLIMMPOBAHHBIN C

anTuTenamu K ¢axkropy H

CFH — ¢akrop H (anrn. — factor H)
CFHRS3, 5 — ¢akropet HR3, HR5 (anrum. —
factor HR3, HR5)

CFI — ¢axrop | (aurma. — factor I)

DGKE — guanunrnuiepoikuHasa €

FRET - fluorescence resonance energy transfer
EHEC — sHTeporemopparnueckie mrTaMMBbl
Escherichia coli

F2 — daktop II (mpoTpomOuH)

FGB — ¢aktop | (pubpunoren)

FVL — ¢akrop V, myranus Leiden

INF 2 — uaBepTupoBanHbIii (HOpMUH 2
ITGA2 — rnuxonpoteuH la

ITGB3 — rmukonporens Illa

MCP/CD46 — memOpanHbIif KO(aKTOPHBII
POTEHH

MTHFR — metunenrerparuapodonar-
penykrasa

MTR — MeTHOHUH CHHTa3a

MTRR — MeTnoHUH CUHTa3a-peayKTa3a
NGS — cexkBeHUpOBaHKE HOBOT'O MTOKOJICHUS
(amrm. — next generation sequencing)

PAI-1 — uaru6uTop akTUBaTOpa MJIa3MUHOT€HA
tna [

PTG — ¢akrop II (mpoTpomOuUR)

STEC-T'YC — reMonUTHKO-ypeMUUECKUI
CHHJIPOM, aCCOLMUPOBAHHBIN € IINTAa-TOKCHH
npoayuupytomiei Escherichia coli

THBD — tpomM6oMotynuH
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