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OBHIASA XAPAKTEPUCTHUKA PABOTbI
AKTYaJIbHOCTH Te€MbI HCCJIeJ0BAHUS

ATuUnMYHBIA TreMoNuTHKO-ypemuueckuid cunapom (al'YC) — yrposkaromiee KHU3HU
3a00JieBaHNE, B OCHOBE KOTOPOTO JICKHUT TPOMOOTHYECKAsh MUKPOAHTHOIIATHsI, 00YCIOBIEHHAs
HapYIICHUEM PETYJISIUN albTepPHATUBHOTO NyTH KoMiuiemeHTa [Fakhouri F. et al 2017, Noris
M. et al 2010]. Pa3Butuio 3abojieBaHus, KaK MIPABHIIO, IPEAMICCTBYIOT Pa3IMYHbIC TPUITEPHI,
CaMbIMH 4YaCTBIMH W3 KOTOPBIX CHYyKaT WHQEKIus, Jguapes, CUCTEMHas MaTOJIOTHS,
TpPaHCIUIAHTALUSI KOCTHOI'O MO3Ia U COJIMJIHBIX OpPraHOB, IPHUEM HEKOTOPBIX JIEKAPCTBEHHBIX
IpernaparoB, a Takke 6epeMeHHOCTh U ee ocaokueHust [Noris M. et al 2010, Nester C.M. et al
2015, Goodship T.H. et al 2017, Bayer G. et al 2019, Ko3nosckas H.JI. u ap 2020]. Ha mosto
al'YC, acconuupoBaHHOTO ¢ 0€peMEHHOCTBIO, PUXOIUTCS, MO Pa3HbIM JIaHHBIM, OT 7 10 29%
BCeX ciydaeB 3aboseBanus y B3pocibix [Fakhouri F. et al 2012, 2021, Machado S. et al 2012,
Greenbaum L.A. et al 2020] u ocHOBHas 4YacTh BCEX ClIy4acB 3a00JICBaHMS y KCHIIUH
penpoayktuBHOTo Bo3pacta [Fakhouri F. et al 2021, Koznosckas H.JI. u coat 2022]. OnHako,
HECMOTPS Ha 3HAYUTEIHHOE KOJUYECTBO PabOT, MOCBSIICHHBIX Mpobsieme akymiepckoro al'yYC
(cornacHo 0030py MyOJIMKAIHK MO TaHHOM Teme, BeimoTHeHHOMY Gupta M. u coasr., k 2020 T
onyoaukoBaHo okojio 800 crarerr [Gupta M. et al 2020]), uu B ogHol u3 Hux a-al'YC He
paccmatpuBaics kak ocoOwlif BapuaHT al YC. B To ke BpeMsi OTIIMYUTENBHONH 0COOCHHOCTHIO
a-al'YC sBnsgercs kpaiiHe Tspkenoe (maxe mo cpaBHeHnio ¢ al' YC B 1enom), HEpEaKo
GbynTbMUHAHTHOE TEYEHHUE C pa3BuTHeM Oosee yeM y 90% maiueHTOK yXKe B IMEepBbIe CYTKU
nebrota 3aboneBanus octporo nospexzaeHus nodek (OIIIl) ¢ onHOBpeMEeHHBIM MOpakeHUEM
JIPYTUX JKMU3HEHHO Ba)KHBIX OPTAHOB M PA3BUTUEM TSDKETION MOJUOPTaHHOW HEIOCTATOUYHOCTH
(ITOH), 00yCIIOBIIEHHOM ObICTpOM reHepaiuzanuen MUKPOLUPKYIATOPHOTO
TpombooOpazoBanus [Kosmosckas H.JI. u coast. 2016, 2022], uyrto omnpenenser
HEOJIaroNnpUSTHBIN OO U MOYEYHBIM POTHO3 ATUX MAIMEHTOK. /{7151 akyIepcKoro, Kak v JJis
obmenonysiiuoHHoro al'YC, xapakTepHO OBICTPO MPOTrPECCUPYIONIEe TEUCHUE MOUYECUHOTO
MOPAKEHUSI C PAHHUM MCXOJOM B TEPMHUHAIBHYIO MOYEUHYIO HenoctaTouHocTh (TIIH) —
COTJIACHO JaHHBIM JIUTEPATYphl, O Hayaja 3pbl MaTOreHEeTHUYeCcKo Tepanuu 67% MalueHTOB
60 ymupanu, 1100 AemoHcTpupoBaiu pazsutue TIIH yxe B Teuenue rona ot aedrora 00e3Hu
[Fremeaux-Bacchi V. et al 2013]. IlosBineHne W BHEIApPEHHE B KIMHHYECKYIO MPAKTUKY
KOMIUIEMEHT-0JIOKHPYIOLIEro Mpernapara 3KyJIu3ymMad MO3BOJIMIO KapAWHAJIbHO H3MEHUTH

IMMPOrHo3 3TUX MMAOUCHTOB C (1)aTaJ'II>HOFO A0 TIOJIHOT'O BBI3JOPOBJICHHUSA B PAJIC CIIYUACB. Tem He



MEHEee, Ha CEeroJHSAIIHUI JEHb IO JaHHBIM KaK 3apyO€KHbIX, TaK M OTEYECTBEHHBIX
UCCJIEIOBAaHUH, MPOLICHT MAIMEHTOK, OCTABIIMXCS JAUATN33aBUCUMBIMH MOCJIE IEPEHECEHHOTO
a-al'YC, mo-tipesxxaeMy ocraetcsi Ha ypoBHe 13-20% [Kosznosckas H.JI. u coart. 2019, Gupta
M. et al 2020, Fakhouri F. et al 2021]. D10 00ycOBIEHO, TJIaBHBIM 00pa30M, CIIOKHOCTHIO
muarHoctuku a-al'yYC, HeoOxoaumocThio AuddepeHIpoBaTh ero ¢ apyrumu popmamu TMA,
KOTOphIE€ BCTPEUAIOTCA B  aKyIIEPCKOM MpakTUKE — B NEPBYIO  OYepellb, C
npesxiamincueil/ HELLP-cunapomom, katactpopudeckuM aHTU(HOCHOIUNTUIHBIM CHHIPOMOM
u akymepckuM cericucom [Fakhouri F. et al 2010, Gemma L. Thompson et al 2022], nockonbKy
OTCYTCTBUE CHENU(UUYECKUX JAUATHOCTHUECKHX MapKepoB Tmo-mpexHemy nenaer al'YC
JTMarHO30M UCKIIIOUEHHUsI. MeXly TEM U3BECTHO, UTO PAaHHUM CTapT MAaTOr€HETUUECKON Tepanuu
HKYJIU3yMaOOM 3HAUYUTENILHO yBEIWYMBAET ImaHchl nanueHToB ¢ al YC kak B o01ieid, Tak U B
aKyIlIepCcKO KOropTe He TOJIbKO Ha BOCCTAHOBIEHUE (PYHKLUHU MTOYEK, HO U B psAJIE CIydyaeB Ha
nosiHoe Bei3aoporienne [Kosmosckas H.JL. u coart. 2019, 2022, Fakhouri F. et al 2021]. Tak,
P paHHEM, HE NTO3HEe 2-X HEeJlelb, Havyalle TEPANuy SKYyJIU3yMaOoM IAaHChl 01aronpUsTHOrO
UCXoJa JUIsl MaTepu yBEIWYUBAIOTCSA B 5,33 pasa, a MIaHC BOCCTAHOBUTH (DYHKITUIO TMOYEK -
noutu B 50 pa3 [Kosnosckas H.JI. u coast. 2019].

Takum 00pa3oM, B HACTOSIIMHA MOMEHT OCOOYI0 3HAYMMOCTh HPHOOPETAET IOUCK
KIuHUYeckux MapkepoB al'YC, Bkitoyas JaHHbIE aHAMHE3a, OCOOCHHOCTH TEUYEHUS
OepeMeHHOCTH (Ha YTO HEepeAKO He oOpallaloT BHUMAaHHE aKyUIEpbI-THHEKOJIOTH NEPBUYHOIO
3B€Ha) U CcaMOro 3a0oJieBaHUs, MO3BOJSIONIMX B MaKCUMAJIbHO KOPOTKHE CPOKU MPOBECTU
muddepeHmanbHbI Anarno3 akymepckux TMA, yctaHoButh nuarto3 a-al'YC u Ha3HauuTh
NaTOTEHETUYECKYIO TePaIuIo.

CreneHb pa3pad0TaAHHOCTH TeMbI UCCJIEIOBAHUS

Axymepckuit al'YC kak B Halel cTpaHe, Tak ¥ 3a pyOexoMm, cTal aKTUBHO U3y4yaThCs HE
oonee 10 et Hazan. IIpu 3TOM B IMTEpaType NpeACTaBICHB B OCHOBHOM OIUCAHMSI OTJEIIbHBIX
KIIMHUYECKUX HAOMIOJCHUN, KOJUYECTBO OPUTMHAIBHBIX pabOT MO JaHHOW mpobdiieme
HEBEJIMKO. DTO CBSI3aHO B MEPBYIO ouepenb ¢ TeM, 4To aTunuuHbiil ['YC oTHOCUTCS K ynbTpa
peaxuM, opdaHHbIM 3a00JI€BaHUSAM, YaCTOTA €r0 BCTPEUAEMOCTH B OTJECIBHOM LEHTPE OYEHb
MaJa U B 1IeJIOM, 110 JaHHbIM [ 1o6anbHoro peructpa al'YC, Ha 2021 r O6bu1a 3aperucTpupoBaHa
Bcero 51 manuentka ¢ a-al'YC [Fakhouri F. et al 2021].

Tak, B uccnenoanuu Huerta A. et al [2017] onrcanbl Tobko 22 MAIMEHTKH, B paboTe

Gaggl M. et al [2018] — 14 sxenmun ¢ a-al'YC. Hanbosbmee uncio nanueHTok ¢ a-al'yC (n=



87) obu10 orucano B pabore Bruel A. et al [2017], oqrako B 3Ty KOropTY BOILIH MAIIHEHTKH H3
pasHbix eBponelickux ctpan (®pannus, BenuxoOpurtanusi, Wranus), nabmionaBiivecs B
teueHue noutu 30 Jer.

Oco0eHHOCTBIO JTaHHBIX UCCIENOBAaHUM OBLIO, B MEPBYIO OYepe/lb, U3YUCHHE MYTalUi
FE€HOB CHCTEMBbl KOMIUIEMEHTa B MONYJAIMHM >KeHIIMH ¢ akymepckuM al'YC u onenka
3¢ (PEKTUBHOCTH KOMILJIEMEHT-0JIOKHPYIOIIECH Teparuu dKyIn3yMadboM.

B oanoii u3 nocineanux padboT BeAyiero MUpoBoro 3kcrepta no npodiaeme TMA u al' VC
Fakhouri F. u coaBT. Ha ocHoBaHnuuM naHHbIX [noGanbHOro peructpa al'YC onucaHnsl
KJIMHUYECKUE XapaKTepUcTUkH >keHIuH ¢ a-al' YC (n = 51) B cpaBHeHMH C TaIlMEHTKaMU
penpoIyKTUBHOTO Bo3pacTa ¢ Heakymiepckum al ' YC (n =397). OgHako u B 3TOM UCCIEA0OBAaHUHN
B OCHOBHOM OIICHUBAJIM YacTOTy BCTPEYAEMOCTH MATOTCHHBIX MYTallMid KOMIUIEMEHTa U
MOYEYHBIA HMCXOJ MAalHMEHTOK B 3aBUCHMOCTH OT HAJIWYMSI/OTCYTCTBUS NaTOr€HETHYECKOU
Tepanuu 3Kynuzymadom. Takum oOpa3oM, OCHOBBIBASICh HA OTCYTCTBUHU Pa3jUYUil B 4aCTOTE
BCTPEYAEMOCTH MAaTOT€HHbIX MyTallUi KOMIUIEMEHTA B MONYJIALNUN NAIlMEHTOK C aKyIIEPCKUM
al'VC u B monymsiuu 60onpHbIX al' YC B 11enom 1 Ha 3¢ dexTe KOMIIEMEHT-0J0KUPYIOIeH
tepanuu, Fakhouri F. u coaBT mnpemmaraior paccmarpuBaTh a-al YC Kak KIacCHYECKYIO
NEPBUYHYI0 KOMILUIEMEHT-ONOCpeioBaHHyl0 TMA, HHIYIUPOBAaHHYI0 OEpPEMEHHOCTBIO
[Fakhouri F. et al 2021].

Mp1 npeanosioxuinu, uro a-al 'y C MOXKHO paccMaTpuBaTh KaK YHUKAJIbHYIO KITMHUYECKYO
CUTYaIlMIO, HMEIOIIYI0 CBOM CHeuu(UYecKue NPEeJUKTOPsl M OCOOEHHOCTH TEUYECHHUS
3a0oneBanus. B To jxe Bpems, HU B OJJHOM U3 YIOMSHYTBIX HCCIIEJOBaHUI HE OLICHUBAJIUCH
1oJIpoOHO TEYEHHE HACTOAIIEH OEPEMEHHOCTH U €€ OCI0KHEHUH, crieliuPpUIecKre MPeIUKTOPbI
a-al'YC u KIMHUKO-Ta00OpaTOpHbIE OCOOCHHOCTH TEYEeHUsI 3a00JIeBaHUS y KaXIOW U3
NalUEHTOK.

Kpome Toro, Hu B OJHOM M3 HCCIEAOBaHUI, MOCBALICHHBIX MPOOJIEME aKyIIepCKOro
al'VC, a Ttakxe HU B OJHOM M3 HCCJIEJAOBAaHUM, MOCBAIICHHBIX aKkylmepckum TMA B nenom
(pabotsl G. Bayer, B koTopyto ObUIO BKIIFOUEHO 564 maruenta ¢ pa3nuyabiMu hopmamu TMA
u uccienoBannu Palomo M, nocBsiieHHOM W3YYeHHUIO aKTUBAIIMM KOMIUIEMEHTA y MallUeHTOK
c a-al'YC (n =34) na pasHeix cragusx 3aboneBanus, HELLP-cuHapoMoM unu TsbKenon
npeskiamicueii (n=10), 3mokauecTBeHHoi runepTonucii (n=10 ) [Bayer G. et al 2019, Palomo

M. 2019] He npoBOAMIIOCH CPABHEHHE MPEIUKTOPOB, 0OCOOEHHOCTEH TeueHus u jeuenus al' YC



u  gpyrux  ¢opm  akymepckux ~ TMA  (mpeskimammcuy, — KaracTpo(pU4ecKOro
aHTU(HOCHOTUIHUIHOTO CUHAPOMA U aKyILIEPCKOIO CEICcHca).
eanb uccaenoBanus
N3yuntes mnpeaukTOopsl pa3ButHs akymepckoro al'YC, KIMHHKO-1a00opaTOpHbIE
0COOEHHOCTH €ro TEYEHHUSI, B CPAaBHEHUU C IpyruMu popmamu akymepckux TMA, onpeaenutsb
MOJIXO/IbI K JIEYEHUIO JUIsl MUHUMHU3ALMK OCJIOKHEHUM, CHUKEHHSI MATEPUHCKOM JIETAIBHOCTH U
YIIy4ILIEHUs] TOYEYHOU BBIKUBAEMOCTH.
3aga4m uccae10BaHUA
1. Ouenuts uactory BcrpedaeMoctu al'YC u apyrux ¢popm TMA B mpakTuke OIHOTO
akymepckoro nenrpa Poccuniickoit denepannu 3a roq
2. OnpenenuTs NPeIUKTOPHI pa3BUTHs akymepckoro al YC
3. U3yunTh KIMHHUKO-Ta00OpaTOpPHBIE OCOOCHHOCTH TMPEIKIAMIICUH, MPEIIICCTBYIOMEH
pazsuthio al ' YC, 1 ycTaHOBUTB B3aMMOCBSI3b MEXAY HUMU
4. CpaBHUTH KIMHHUKO-JIa0OpaTOpHbIE MpOsBIEHUS Hedpomnatuu npu akymepckom al'YC u
npyrux ¢popmax akymepckoin TMA
5. CpaBHUTH KIMHUKO-Ia00opaTopHble 0coOeHHOCTH akyepckoro al'YC u npyrux ¢opm TMA
6. 3yunTh reHeTHYECKUH MPOQIITH CHCTEMBI KOMIUIEMEHTa Y manueHTok ¢ al' YC
7. Onpenenuth (HaKTOpbl pHUCKA HEOJAroNmpUATHOIO IOYEYHOro M OOIIero HUCXOA0B Y
MAalMEHTOK, MepeHecmux akymepckuii al'yYC
8. OnNTUMU3UPOBATH TAKTUKY JICUEHUS MAIIMEHTOK ¢ akymepckum al Y C
Hayuynasi HOBU3Ha
1. BriepBble B KIMHUYECKUX YCIOBUSAX Yy MalMeHTOK ¢ akymepckuMm al'VC npoBenena
KOMIUICKCHAsi OIEHKa TPEAUKTOPOB pa3BUTHUA 3a00JeBaHMs, BBISABIECHA CBS3b MEXKIY
OCJIO)KHEHUSIMH OepeMeHHOCTH M pojoB W paszutueMm al'YC. IlomyueHHble pe3ynabTaThl
HOJTBEPKAAIOT, UTO HE caMa OepeMEHHOCTh, @ UMEHHO €€ OCJIOKHEHUS SIBJIIOTCS MPUYHMHON
HEKOHTPOJIMPYEMOM aKTUBAIIMU KOMIUIEMEHTA U Pa3BUTHUs 3a00JI€BaHUSI.
2. BriepBble BBICKa3aHO TPEANONIOKEHHE O TeTeporeHHocTH akymepckoro al'YC  kak
COCTOSIHUSI, C OJHOW CTOPOHBI, OOYCJOBJIEHHOTO T'€HETHYECKUM Je(PEKTOM CHUCTEMBI
KOMIUIEMEHTa ¢ pa3BuTHeM Kiaccuueckoro al'YC, ¢ Apyroil cTOpOHBI, MpPEICTaBICHHOIO
BTOPUYHOM KOMIUIEMEHT-onocpeoBaHHOM TMA, cHpoBOLMPOBaHHOW COAPYKECTBEHHBIM
BO3/JICICTBUEM MHOXKECTBA KOMIUIEMEHT-aKTUBUPYIOUIUX COCTOSHHM, acCOIMUPOBAHHBIX C

OCJIOKHEHUSIMA OEpEMEHHOCTH.



3. BriepBrle B KIIMHUYECKOW MPAKTHKE Y MAMEHTOK ¢ akymepckuM al'YC noka3aH BBICOKHIA
PHUCK Pa3BUTHA TSKENBIX aKyHIIEPCKUX OCIIOKHEHUH NP «3aTSHYBIIECHCS» NPEIKIAMIICUU U
tpanchopmanuu ee B al'VC, 4ro moOATBEpkAaeT HEOOXOJUMOCTb pPOJIOpa3pelicHus B
HEOTJIOKHOM TOPSJKE B ciydae fuarHoctuku 110.
4. BriepBble B KIMHUYECKOHN NPAKTHKE Y MAIIMEHTOK C OCJIOKHEHHOW 0€pEMEHHOCTHIO, POIAMHU
U TIOCJIEPONOBBIM NEPUOJOM C pa3zBuTHeM TMA OLEHEH IIHMPOKUI CHIEKTP IOCTYIHBIX
KJIMHUYECKUX U Ja0OpaTOpPHBIX MOKa3aTese, MO3BOJISIOIUN NPOBOAUTE AU PEpEeHIINATBHBII
JMarHo3 pa3iandHbIX Gopm akymepckoit TMA.
5. BnepBble B KIMHMYECKON NpaKTHKe Yy MAUEeHTOK ¢ akymepckuM al'YC ycTaHOBIEHBI
(dakTopbl prcKa HEOIArONPUITHOIO OOIIEro ¥ MOYEYHOI'0 POrHO3a, U YOeIUTENbHO JOKa3aHoO,
YTO CBOEBPEMEHHO HayaTass KOMIUIEMEHT-OJOKUPYIOIasi Tepanus I03BOJISIET HE TOJIBKO
COXPaHUTb KU3Hb JAHHOW KaTErOpUH MALMEHTOK, HO ¥ CIIOCOOCTBYET HOpMAIU3AINH (PYHKIINH
MOYEK y MOJIABJISAIONIEro OOJIBIINHCTBA U3 HUX.
6. Teopetnueckn OOOCHOBaHa W TOATBEPXKIEHA B PEATbHON KIWHUYECKON MPAKTHKE
BO3MO>XHOCTh OTMEHBI KOMIUIEMEHT-0JIOKUPYIOIIEH Tepanuu B Cllydae JTOCTHXKEHHSI CTOMKOU
pemuccuu 3a00j1eBaHMsl Y AMEHTOK ¢ akymepckuM al Y C, naxke HMEIOIINX MyTallui B TeHaX
CHUCTEMBI KOMILJIEMEHTA.

Teopernyeckasi ¥ MpaKTHYECKasi 3HAYMMOCTb PadOThI

B kIMHMYECKHX YCIOBHSX Ha JOCTATOYHO OOJBUIOM YHCIE MAMEHTOK C aKyIIEpCKUM
al'YC u npyrumu popmamu TMA moaTBepsk/ieHa BeAylas poiib OCJI0KHEHUH OepeMeHHOCTH
u ponoB B paszButuu al'YC. [lokazaHa OMAacHOCTh MPOJIOHTHMPOBAHUS OEPEMEHHOCTH Y
MAMECHTOK C MPEIKIAMIICMEM M3-3a BBICOKOIO PHUCKA pPa3BUTUSA TSDKENBIX aKYHMIEPCKHUX
ocnoxxuennii 1 al ' YC. [ToaTBep>KIeHO TOIOKUTEIBHOE BIUSHUE MPOPUIAKTHIESCKOTO TprUeMa
aCIMPUHCOAEPIKALMX ITPenapaToB Ha YaCTOTY pa3BUTHs HE TOJbKO [13, Ho n al'VC.

B pesynbrarte uccienoBanus TeOpeTUYECKH 0OOCHOBAHBI U aipoOMpPOBaHbI HA MPAKTUKE
NPOCThIE JOCTYIHBIE KIMHUYECKHE M JIabopaTOpHbIE MOKa3aTeNu (aKylIepCKU aHaMHe3,
YPOBEHb apTEPUAIbHOIO JIaBJIEHUS, OCTPOBOCHIAIUTENIbHBIE MapKepbl U H3MEHEHMS
KOaryJjaorpaMmsbl), TOMOTarolye B MpoBeaeHnu TuddepeHnanbHON TMarHOCTUKH Pa3IMYHbIX
dopm TMA.

OmnpeneneHsl ONTHUMAalbHBIE CPOKM Hadaja KOMIUIEMEHT-OJOKHMPYIOIIEH Tepamnuu y
ManueHToK ¢ akymepckuM al'YC mjisi MUHUMU3AIUU OCJIO)KHEHUM, CHUXKEHUSI MAaTEpUHCKOU

JICTAJIbHOCTH U YIIYUIICHUA MOYECUYHOM BBIKMBAEMOCTH.



MeTonos10rusi ¥ METOABI MCCJICT0BAHUS

[IpoBeneHO PeTPOCIEKTUBHOE KOTOPTHOE UCCIEIOBAHUE C BKIOUEHHUEM 413 maiueHToK.
Jln3aitH uccnenoBaHus MpeaycMaTpyuBall pas3iesieHUe NAlUeHTOB Ha 4YeThIpe rpynnsl. B xomne
BBITIOJTHEHUST paObOThI MIPOBENICH MOAPOOHBINA aHAIN3 aHAMHECTUYECKUX JaHHBIX, PETUKTOPOB
pa3BUTHA 3a00J€BaHUs, TeUeHUs 3a00JieBaHUS, METOJOB JAMATHOCTHKU M MCIOJIb30BAHUS
KOMIUIEMEHT-0JIOKHpYIoleil  Tepanuu. MeTolbl HCCIENOBaHHUS BKIIOYAIH pPYyTHHHBIC
nabopaTopHble UCCIIEIOBAaHUS, IMMYHOJIOTMYECKUIM aHaIu3 KPOBU. Y YacTH NAIMEHTOK ObLIO
BBITIOJIHEHO ormpefeneHue aktTuBHOCTH ADAMTS13, reHeTnyeckoe HMCCleIOBAaHUE CUCTEMBI
KOMIUIEMEHTa U MOP(OJOTrHYecKoe HCCIeOBAaHUE TKaHU MOYKU. [lodydeHHBIE pe3ysibTaThl
IIPOAHAIN3UPOBAHbI, CHCTEMATU3HPOBAHBl M H3JI0KEHBl B TJIABaX JUCCEPTALMOHHOIO
UCCIIEA0BaHUS.

JIMYHBIA BKJIAA

Bxian aBropa muccepTanuu 3akirodaeTcss B pa3padOTKe KOHIEMIUH, OINpeAeiuBIICH
HalpaBJICHUE HccleqoBaHus, (OpPMYIHPOBKE LENEH, 3a7ad U IUIaHa HCcleqoBaHMs. ABTOP
HEIIOCPEACTBEHHO INPUHUMAJI Y4YacTHE B IMPAKTHUYECKOM pealu3allyi IOCTaBJICHHBIX 3a/1ad
(Habop TMalMEeHTOB, KIWHUYECKOE U JOMOJHUTENbHOE obcnenoBanne 413 malueHToB,
BKJIIOUEHHBIX B HcclieoBaHue, (opMHpoBaHuE 0a3bl JaHHBIX, CTaTHCTUYECKas o0paboTka,
0o0o01eHne W aHalu3 TMOJYYEHHBIX  pPe3yJabTaToB, (POPMYIUPOBKA  MPAKTHUYECKHUX
pexkoMeHAaNuii, O0O0CYyXJIeHuEe pe3yJlbTaTOB B HAy4YHBIX MYOJUKALMSIX U HUX BHEIPEHHE B
MPaKTUKY).

BHeapenue pe3yJbTaTOB Pad0ThI B IPAKTHKY

Pe3ynbTaThl AMccepTAallMOHHOM pabOThl MCHOJB3YIOTCA B KIMHUYECKOW MpPAaKTUKE
otneneHuii Hepposoruu u pesmaronoruun YKb Ne3 knuHuku peBMaronoruu, HepojJoruu u
npodnartonoruu umenu E.M. TapeeBa, oTAe/IeHHs] aHECTE3UOJOTUU-PEaHUMAIHU C TTajaTaMu
peaHuManu U MHTeHcUBHOUN Tepanuu Nel KnmHuku akyuiepctBa W ruHekosnorud uMm. B.O.
Cuerupesa CeueHoBckoro nentpa marepuctsa u gerctesa PI'AOY BO Ilepssiii MI'MY um.
N.M. Ceuenona (CeueHoBckuil YHusepcurer), poguibHoro oraenenus I'bY3 "I'Kb um. A.K.
Epamumannesa J[3M", otnenenus anectezuonoruu-peannmanuu KI'bY3 "Kpacnosipckuit
KpaeBOW KIMHUYECKUM LIEHTP OXpaHbl MaTepUHCTBA W JeTcTBA". OCHOBHBIE MOJOXEHUS
JIACCEPTAlMM BKJIIOYEHBI B MAaTEpHUaibl JICKUUM M NPAKTUYECKUX 3aHATUWA Ui CTYJECHTOB,
OpJIMHATOPOB W Bpaydeil Mo mporpaMMaM TOBBIIMICHHS KBaduuUKauu Kadeapsl BHYTPEHHUX,

npodeccHoHaIBHBIX O0sIe3Hel 1 peBMaToioruu MHcTuTyTa Kinandeckor Mmeauuuasl um. H.B.



Cxmmudocorckoro Ilepporo MI'MY mmenn W.M. CeuenoBa (Ce4eHOBCKHII YHUBEPCHUTET),
Kaenpsl aHECTE3UOJIOTMH-PEAaHUMATONIOTUH M CKOpPOW MeaunMuHCcKor momouu dakynbTeTa
MOATOTOBKHM MEIUIIMHCKUX KaJapoB Beiciiel kBanudukanuu u JI1O MeaunumHckon akageMun
umenn C.U. T'eoprueBckoro (ctpykrypHoe moxapazaeineane) PI'AOY BO «KpbeiMckoro
¢denepanbHOro yHuBepcuteta umenu B.M. Bepruaackoro.
IMonoxkennsi, BLIHOCMMbIE HA 3AIUTY
1. OcnoxHenust 0epeMEHHOCTH, POJIOB U IOCIEPOIOBOI0 MEPUOAA Y MALUEHTOK C aKyHIEPCKUM
al'VC cnemyer paccMarpuBaTh Kak KomIuleMeHT-akTuBupytomme coctosiHus (KAC),
BBITIOJTHSIOIIUE POJIb TPUTTEPOB 3a001eBaHUS
2. BBISIBIIEHHBIN Y TTOJIOBUHBI MAIMEHTOK T€HETUYECKUH e()eKT B CHUCTEME KOMIUIEMEHTa He
OKa3bIBaeT BIUSHUA Ha TeueHue u ucxoxg al'yC
3. Axymepckuii al'YC xapakrepu3yeTcs KpailHe TSHKEIIBIM TeUeHHEeM, HaunHas C IEPBBIX CYTOK
ot nebrota 3aboneBanus. [lomumo nopaxenus nouek ¢ pazpuruem OIII, mopaxkarorcs apyrue
YKU3HEHHO Ba)KHbIE OpraHbl ¢ (POPMHUPOBAHUEM MOJMOPTaHHON HEJOCTATOYHOCTH. PaKkTOpaMu
pUCKa HEONAronmpuUaATHOrO OOIIEro M IOYEYHOTO0 IMPOTHO3a SBJISIOTCA IO pe3ylbTaTaMm
KjacTepHoro ananuza aktuBHOCTH JIJII' Gomee 2000 EJI/JI, cHukeHue umcia TPOMOOIIUTOB
Huke 50x10°/n u nopaxkenue 3x u 0osiee KUZHEHHO BaXKHBIX OPTaHOB U CUCTEM.
4. EnMHCTBEHHBIM OJIAromnpusTHBIM (HaKTOPOM Kak OOIero, Tak M IMOYEYHOTO IMPOTHO3a Y
nanueHTok ¢ akymepckum al'YC sBisieTcs CBOEBPEMEHHOE HAa3HAYECHHE MAaTOT€HETUYECKOM
KOMIUIEMEHT-OJIOKHpYIOIel Tepanuu sKkynuzymadbom. Jlo Havama Tepanmuu HEOOXOAMMO
nposeaeHue auddepenuansaoro quarso3a al'YC ¢ cencucoM Bo n30eKaHUE TeHepaTu3aiiu
uH(peKkunu Ha hoHe OJI0KaIbl KOMILJIEMEHTa
5. CogpyxectBeHHoe  BozzelictBue MHOxkecTBa KAC  cmocoOHO — KpaTKOBPEMEHHO
aKTUBMPOBATh AJIbTEPHATUBHBIM IMYyTh KOMIUIEMEHTAa JaXke Yy MallMeHTOK, He HMEOLIUX
reHernueckoro nedexra. [lpu Ovictpom kynupoBanuu nposineHuit TMA, srmrowas OIIIL,
BO3MO’KHA OTMEHA KOMILJIEMEHT-0JOKUPYIOLIEH Tepanuyi HE3aBUCUMO OT MPOI0JKUTEIBHOCTH
IIPOBEJIEHHOT' O Kypca
CooTBeTcTBHE IMCCEPTALIMH NACTIOPTY HAYYHOH CNEIHATBLHOCTH

HayuHble nono)xeHust AuccepTaluy COOTBETCTBYIOT NACIOPTY HAYYHBIX CIIELIMATIbHOCTEH
3.1.32.Hedponorus, 3.1.12.AHecTe3nonorus U peaHuMaToiorus. Pe3ynbTarsl mpoBeIeHHOTO
HCCJIEIOBAHUSI COOTBETCTBYIOT 00JIACTH MCCIEAOBAHMS CIIEUATbHOCTENH, KOHKPETHO MyHKTaM

2, 3, 4, 11 macnopra Hedpomorum u mnynkram 4, 11 mnacmopra AHeECTE3UOJIOTHUS U
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PEaHUMATOJIOTUS.
CreneHb 10CTOBEPHOCTH M anipodanus pe3yibTaToOB

JloCTOBEpHOCTh PE3YJIHTATOB U BHIBOJAOB MCCIEIOBAHUS MOATBEPKIAECTCS IPUMEHEHUEM
KOMIUIEKCHBIX METOJIOB TEOPETUYECKOTO u AMIUPUUECKOTO UCCJIeIOBaHUA,
pPENpPE3EHTATUBHOCTBIO  BBIOOPKM —  JOCTATOYHBIM  KIMHUYECKMM  MaTtepuan: 413
PETPOCIEKTUBHO M3YYEHHBIX MAIIMEHTOB; MCIOJIH30BAHUEM COBPEMEHHBIX JTHArHOCTUYECKUX
METOAMK U CTaTUCTUUYECKON 00paboTKOI MaTepuara.

AnpoOanust paboTsl coctosinach 21 urons 2023 roja Ha 3aceianuu Kadeapbl BHYTPEHHHX,
npodeccruoHaNbHBIX 00Jie3HeH u peBMaTonornu MHCTUTYTa KIIMHUYecKoi Menuuuubl uMm. H.B.
Cxnugocosckoro Ilepporo MI'MVY umenn U.M. CeuenoBa (Ceue€HOBCKUN YHUBEPCHUTET).
Marepuaiasl paboThl J0JIOKEHBI Ha 53-M — 57-M MexayHapoIHbIX KOHTpeccax EBponeiickoii
Acconunamuun  Hedpomoros-EBponetickoit Juanusuoit accorumanuu (ERA-EDTA) (2016 —
2020rr.), I Cwe3me Accommanuy aKymepCKUX aHECTE3UOJOTOB-PEAHUMATOJIOTOB  C
MexayHapoaHeiM  yyactueM (1. Caunkr-IlerepOoypr, 2016 r.), Hay4HO-IIPaKTHYECKOM
KOH(EPEeHIINH ¢ MEXTyHAPOIHBIM Y4acTHEM «AKTyaIbHbIE BOIPOCHI OXPaHBI 3JI0POBbS MaTepH
u pebenkay» Pecriyonuku Kaszaxcran (r. Actana, 2017 r.), nepBom Bcepoccuiickom KoHrpecce
no TpoMOo3aM M reMocrady B akymepctBe (T. MockBa, 2019 r.), O6benuneHnsix Che3nax
Hay4yHOTO oO1ecTBa HedponoroB Poccun u accormaruu nedponoros (r. Mocksa, 2019, 2021
rr.), HanimonaneHoM koHrpecce tepamneBToB (r. MockBa, 2019 1), XIX Cnesne Deneparuu
aHecTe3uosoroB U peanumaronoroB (r. Cankt-lIletepOypr, 2020 r.), 1-m Bcepoccuiickom
bopyme «MeHeHKMEHT KPOBH ManreHTa. Bo3MoxHOCTH 1 iepcneKTuBbl» (T. MockBa, 2022 1.).

Iy0aukanum no reme quccepTanun

[To Teme nmucceprammu OnmyoIuKoBaHO 27 TMEYaTHBIX palbOT, B TOM 4YHclie 4 HaydHBIC
CTaThbl B JKypHallax, BKIIOUEHHBIX B [lepedeHp peleH3UpPYEMbIX HAay4YHBIX HW3JIaHUI
Ceuenockoro Yuuepcuteta/llepeuens BAK npu MunoO6paayku Poccun, B KOTOPBIX JOKHBI
OBITH OIMYOJMKOBAaHBI OCHOBHBIE HAay4YHBIC PE3YJbTaThl JUCCEPTAIMl HA COMCKaHUE YYCHOMU
CTETNICHH JIOKTOPA HAayK; 9 cTaTell B M3IaHUAX, UHACKCUPYEMBIX B MEXKTyHApOAHBIX Oa3ax Web
of Science, Scopus, 6 — uHBIX MyOJUKALKK MO TEME TUCCEPTAIMOHHOTO HCCIIeIOBaHMS, 8
nyoauKaIuii B COOpHHKaX MaTepuaioB 3apy0eKHBIX MEKTyHAPOIHBIX HAYUYHBIX KOH(PEPECHIUH.

O0beM 1 CTPYKTYpa auccepTalMu
Huccepranus uznokeHa Ha 264 cTpaHUIaX KOMITBIOTEPHOTO MEYaTHOT'O TEKCTA U COCTOUT

U3 BBEJCHMS, 0030pa JIUTEpaTyphl, I11aB «Marepuassl 1 METOIbI UCCIIEI0BaHU», «Pe3ynbTaTsl
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COOCTBEHHOTO HcchenoBaHus», «OOCYXACHHE pPe3ylIbTaTOB HCCIEIOBAHMS», 3aKIIOUCHUS,
BBIBOJIOB, TPAKTUUECKUX PEKOMEHIAIMMI, CIUCKA COKPAILEHUN U CIIUCKa JTUTepaTyphl. CIMCOK
JUTEPATYPBI COAECPKUT 366 NCTOUHUKOB, U3 KOTOPBIX 34 oTeuecTBEHHBIX U 332 3apyOeKHbIX.
Huccepranus wumtoctpupoBana 40 pucyHkamu, 45 TaOnuiiamu, COIEPXKUT 6 KIMHHUYECKHX
HaOJII0ICHU .
COIAEPKAHUE PABOTHBI
J{n3aiiH UCCJIeI0OBAHUSA M 001IAasl XapPAKTEPUCTHKA YYACTHUKOB HCCJICIOBAHUS

B perpocnekTuBHOE MHOTOLIEHTPOBOE HAOJI0IATEIbHOE UCCIEA0BAHNE BKIIOYEHO 413
MalueHToK B Bo3pacte oT 15 mo 47 net (31,45 + 6,09) ¢ ycTaHOBIGHHBIM TMPHU MOCTYTUICHUH
nuarnoszoM «lIpesknammcus» (I19). B npouecce obcnenoanus u HabmroaeHus nuarHos 110 He
MOJIYYUJI TOATBEPKIeHUS y 134 manueHToK, KOTOPbIM ObUTH Bepu(PUIIMPOBAHBI IPYTHe POPMBI
TMA: al'YC, cencuc u KA®C.

N3 413 manmentok 175 B 2012 - 2022 rr. HaOMIOAAINCh M TIONYYaldHW JICUCHHE B
MepUHATaNIBHBIX LIeHTpax Poccuiickoit @enepanuu ¢ MOCIEAYIOMNM IEPEBOIOM HEKOTOPBIX U3
HUX TP HEOOXOIUMOCTH B KIMHHUKY PEBMATOJIOTHHU, HEPPOJIOTHH U MPOQIATOIOTUH UMEHU
E.M. TapeeBa Ilepporo MI'MVY um. U.M. CeuenoBa. OctanbHble 238 manueHTOK ObUIH
0TOOpaHbl B pOAWIBHOM OTAENIeHUH MHOTONpoduiIsHOM 6onbHUIEI T. MockBbl (I'Kb M. A K.
EpamuinianneBa) 3a orpaHuueHHbIN TpoMexyTok Bpemenn — ¢ 01.04.2021 o 30.04.2022 r. — ¢
[[EJIBI0 OLIEHKU YaCTOThI BCTPEUAEMOCTH aKyIIEPCKOW TPOMOOTHYECKONH MUKPOAHTUOIIATHH, 110

KpaiiHell Mepe, B 0OJIHOM IIeHTpe B TedeHue rojaa (Pucynok 1).

MNepuHaTanbHble LeHTpbl PP 413 naumeHToK 6Y3 «'Kb um. A.K. Epamuwwiaruesa A3M»
n=175 n=238
OueHunsanu:
* NpeauKTopbl Pa3BUTUA akywepcKkoro alYC OLERAET
* KAMHUKO-NnabopatopHble ocobeHHocTn alYC u apyrux popm YyactoTy BcTpevaemoctu alyYC wm
TMA apyrmx dopm TMA B opHOM
o LeHTpe B TeYeHue roga
* reHeTU4eckuit Npoduab CUCTEMbI KOMMIEMEHTA Y NaLMEHTOK

calyC

* ¢aKTOopbl pcKa He6AaronpMUATHOro NoYeyHoro u obuiero
NCXOA0B Y NaLMeHTOK, NepeHeclumx akywepckuin alyC

* CTpaTernio NeYeHuns NaumMeHTOK C akywepckum alrycC

Pucynok 1 — Xapakrepuctuka 00cieJOBaHHBIX AIlMEHTOB
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Huarno3 cunjgpoma TMA ycraHaBiaMBajaud Ha OCHOBAHMM BBISIBJIEHHS XapaKTEPHBIX
KJIMHUKO-JIA00PATOPHBIX MPU3HAKOB - COUYETAHWS MHKPOAHTHOMATUYECKON TeMOJIUTHYECKOU
anemuu (MAT'A), TpOMOOIIUTONIEHNH, UIIIEMUYECKOTO MOPAXKEHUS OPTaHOB.

Juarno3 11D ycraHaBiuBanu B COOTBETCTBUU C KpuTepusiMu [13, M310)KEHHBIMH B
KJIMHUYECKUX PEKOMEHIalMsIX (IIPOTOKose JeueHus) MunucrepctBa 3apaBooxpaHeHus PO
2021 r Ha ocHOBaHHMM mMOBbIMIeHHUs mocie 20-i Hemenu OEPEeMEHHOCTH CHCTOJIMYECKOTO
aprepuanbHoro nasienus (CAJl) >140 MM pT. CT. W/HWIU AUACTOJIIMYECKOTO apTePUAIbLHOTO
nasnenus (JAJ[) >90 mm pt. cT. He3aBUCcUMO OT ypoBHS AJl B aHaMHe3€ B COYETAHUU C
OpOTEMHYpUeH WM XOTS Obl OJHHUM JPYrUM TapaMeTpoM, CBHUAETEIbCTBYIOIIUM O
NPUCOEIUHEHUH MMOJIMOPIaHHON HEJAOCTATOUHOCTH.

Coueranue kpurepues 10 ¢ npuznakamu TMA (MAT'A, TpomMOoIuTOneHust, OpraHHoe
nopakeHue, BKIo4as ocTpoe nopexjaeHue nodek - OIIIl) paccmaTpuBaioch Kak OCOOBIiM
BapuaHT Tspkenoil 110 — npeakiaammncus ¢ TMA.

C uenblo OpoBeNEHUS CTAaTUCTHMUECKOIO aHaliM3a HamMH JIOMOJHUTENBHO BBEJIEHO
MOHSTHE MPOAOIKUTETbHOCTH NMPEIKJIAMIICHH, 1107 KOTOPbIM MOHUMAIU MHTEPBAT MEXKIY
MOSIBJICHHEM KIMHUKO-TTa00paTOpHBIX Mpu3HakoB [1D u pogopasperienuem.

['maBabIM oTniuueM 11D (kak ymepeHHOM, Tak u Tspkenoi) ot apyrux gopm TMA Oblna
MOJIOKUTETbHAS KIMHUKO-TA00opaTOpHasi AMHAMHUKA COCTOSHUS MAIIMEHTKH B TedeHue 48-72
4acoB IoOcJie pojopazpelieHus. Ecnu ke y MalMeHTOK C YCTaHOBJIEHHBIMU CBOEBPEMEHHO
muarnozamu [19 w/mnm HELLP-cuHapom B 3TH CpOKM TOCHE 3aBepIICHUST OCpEeMEHHOCTH
0XKHMJIa€MOM TOJIOXKUTEIbHON AuHAMUKK He HaOmonanock, [I9/HELLP paccmarpuBanu kak
KOMIUIEMEHT-aKTUBUPYIOIIME COCTOSIHUS, CIOCOOCTBYIOIIME reHepanu3zanun TMA.

JluarHo3z cemncuca YyCTaHaBIMB&JIM B COOTBETCTBUHM C KPUTEPHUSIMHU CEIICHCA,
U3JIO)KEHHBIMU B KIMHUYECKUX pEeKOMeHAalusx (mpoTokojie JedeHus) MuHuctepcTBa
31paBooxpaHeHuss P®, Ha OCHOBAaHUU OIpPEAENIECHUS TPETHErO0 MEXAYHAPOJHOTO KOHCEHCYyca
2016 roma as cencuca U centudeckoro mmoka (Cerncuc-3).

JlnarHo3 karactpouieckoro aHTu(ochOIUNUAHOTO CHHAPOMA YCTAHABIUBAIUA TPHU
Hanuuuu auarHoctuueckux kpurepueB KA®C, npusateix Ha 10-M MexayHapoaHoM
koHrpecce 1o A®C B r. Taopmuna (Curmug, Utanus, ceHTa0pb-okTsi6ps 2002 T.).

Juarno3 al'VYC ycraHaBnuBajaM Ha OCHOBAHWM PAa3BUBLIEICS IOCIE POJOPA3PEILICHUS
octpoii TMA 1npu UCKIIOYEHNHN APYTUX aKyIIEPCKUX MUKPOAHTHONIATUYECKUX CUHAPOMOB: 110,

HELLP-cunnpoma, karactpodpuueckoro antudochomunuanoro curapoma (KADC),
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cucreMHoit kpacHor Bomyanku (CKB), TpomOOoTHUECKOH TPOMOOLUTONEHUYECKOW MypPIypHI
(TTII). Kputepuem ucknrouenust TTII cunranu aktuBHocth ADAMTS 13 >10%, KADC u CKB
VCKIIIOYAJIX HAa OCHOBAHMM OTPHULATEIBHOTO pe3yJbTaTa HCCIEAOBAaHUSA BOJYAHOYHOTO
AHTHKOATYJISIHTA, AHTUTENl K KapAUOJUIMHY M OeTa2-TIMKONpOTeHHYl, aHTHHYKJIEapHOIO
daktopa, antuten k JHK. ¥V vactu manueHTOK yke Mocjae KymUpOBaHUS OCTPOrO 3MHU307a
muarnos al'Y C 6b11 moATBepkAeH 00HApY>KEHHUEM MaTOreHHBIX MYTAaIlMii B TeHaX KOMIIOHEHTOB
U PETYJISATOPHBIX (DAKTOPOB CUCTEMBI KOMIUIEMEHTA.

[IpyHumas BO BHMMaHHE KOMIUIEMEHT-ONOCPENOBaHHbI MexaHu3M pas3Butus al'VC,
mo6bie Tpurrepsl (I[19 u Bce ocinoxHeHUsT OEPEMEHHOCTH, POJAOB M PAHHETO MOCIEPOAOBOIO
IIEpUO/A: KPOBOTEYEHHUE, MPEKICBPEMECHHAs OTCIOWKA IUIALICHTBI PYYHOE OTACIICHUE
IUTAIICHTHI, OTIEpAaTUBHbBIC BMEIIATEIbCTBA, MH(EKINN, auapes U Ap.) Mbl pacCMaTPUBAIU Kak
KoMIIeMeHT-akTuBUpyine cocrtossuus (KAC). Tpurrepsl, npeamecTByOmue pa3BUTHIO
KA®C u cencuca, 1 npeCTaBISIONIUE TE Ke OCIOKHEHUsI OEPEMEHHOCTH U POJIOB, MBI COUJIH
BO3MO>KHBIM TakK k€ 0003HauuTh TepMuHoM KAC.

XapakTepucTHKA rPyNN NANEHTOB
HcxomHo Bce ManMeHTK ObUIHA pa3JesieHbl Ha 2 KOTOPTHI:

o B nepByto xoropty Obutn BKItoUeHb! 134 mauuentku ¢ TMA, accouumpoBaHHOM C
o6epemenHocThio — TMA, BcTpeuaromieiicss B 0011eil momymsiiui, HO Ui KOTOPOH TPUTTEPOM
CTaHOBSTCS OepeMEeHHOCTh U ee ociiokHeHus. Bo Bcex cimydasx TMA pasBuiack BO Bpems
OepeMEeHHOCTH UJTU B KpaT4ailliie CPOKH MOCJe poaopa3pelieHus (0T HECKOJIbKUX MUHYT JI0 8
cyrok). [Ipu 3TOM pojopaspemieHre He CONPOBOXKAAIOCH IMOJIOKUTEIBHON THHAMUKOMW, a,
HaIllpOTHUB, BBI3BIBAJIO IMPOIPECCUPYIONIEE YXYIIIEHWE COCTOsSHUA mauueHTok. Cpenun

narueHTok ¢ TMA, acconmupoBaHHOM ¢ 6epeMeHHOCThIO, Y 85 ObuT quarnoctuposan al YC, y

35 —cenicuc ¢ TMA ny 14 -KA®C.

. Bropyro koropty coctaBmi 279 mnanuentok ¢ TMA, HMHIYHHPOBAHHOH
OepeMEeHHOCThI0 — KJlacCHMueckod akymepckoi TMA, BcTpeuaromielics TOJBKO BO BpeMs
oepemennoctn — [19 u XBJUII- cungpomMom. Y Bcex HHUX IMOCIE POJIOpPA3pPEIICHUs

HaOII0anach CaMOCTOSITENbHAS TOJIOKUTENNbHAS AUHAMUKA. BHYTpU NaHHOW KOTOPTHI MBI
BBIJCJIWIIN Tpynity U3 70 manueHToK, UMEBIINX, Hapsay ¢ cumnTomMamu 119, remaTonornueckue
npu3Haku TMA (MUKpOaHTMOMATHYECKU TeMOJIU3 U TPOMOOIUTONEHUS), KOTOpPbIE B UTOTE

COCTaBUJIM Tpynny KOHTpoJisa. Y 177 manueHTok ¢ ymepeHHOH U y 32 — c Tspkenou 110
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TreMaTOJIOrM4CCKUC N3MCHCHUS OTCYTCTBOBAJIM, B CBA3HU C YCM Mbl YUUTBIBAJIN WX TOJIBKO IJIA

OIICHKH YaCTOThl BCTpeUaeMOCTH pa3nnyHbix popm TMA B onHoM 1ieHTpe 3a roa (Tabmuna 1)

Ta6muma 1 - PacnipeneneHue naydeHToB 10 HO30JI0THIECKUM (hopMam

I'pynnbi AcconurpoBaHHas C NunyunpoBanHas p*
oepemennocThio TMA (n=134) | 6epemennoctsio TMA (n=279)
Ho3oJ10rus al'yYC cencuc | KA®C Tsxenas 11D Ymepen
+TMA c TMA | 6e3 TMA | nas 11D
n 85 35 14 70 32 177
IIpusHaku na aa aa aa HeT HeT
TMA
I'emorno6un, | 62,5 67,0 75,50 91,0 105 120,0 <0,0001
/1 [53,0; [56,0; [59,0; [75,0; [91,0; [112,0;
76,0] 72,0] 85,0] 103,0] 113,0] 123,0]

TpomGonwtsl, | 49,0 44,0 58,50 79,50 179,0 250,0 <0,0001
10%/n [28,0; [24,0; [34,0; [52,0; [149,0; [210,0;
76,0] 61,0] 142,0] 115,0] 210,0] 293,0]

JUIT, E/n | 24875 | 24070 |66150 | 7400 |334,0 196,0 | <0,0001
[1319,0; | [1066,0; | [380,0; [/[538,0; |[284,0; |[171,0;
3900,0] |4244,0] |1634,0] [1050,0] |414,0] | 249,50]

Kpearunun, | 444,0 367,5 230,0 100,0 77,5 59,0 <0,0001
MKMOJIb/J [325,0; |[224,0; |[105,0; [86,0; [61,0; [55,0;
610,0] 451,0] 329,0] 124,0] 88,5] 67,0]
ITOH, n (%) | 76(89,4) | 35 (100) | 12 (85,7) | 22 5(15,6%) | 0 <0,0001
(31,4)

Ilpumeuanue: p* nonyuennoe 6 pesyarbmame ucnonvsoganus U-kpumepus Manna-Yumnu
meancdy TMA, accoyuuposannoti ¢ bepemernnocmoio u TMA, unoyyuposanuoii bepemeHHocmbio;
TMA — mpombomuueckas muxpoaneuonamus, al Y C — amunuunsiii 2eMOIUMUKO-YPEMULECKULL
cunopom, KADC — kamacmpopuueckuil anmugocghonrunuoHwiti cunopom, 119 — npesxnamncus,
IIOH — nonuopeanuas HedocmamouHoCmy

[Tpu cpaBHEHNU 3TUX KOTOPT OBLIN BBISBICHBI 3HAUMMBbIEC PA3IHUus B TSHDKECTH TEUCHHUS,
BBIPQ)KCHHOCTH aHEMHH, TPOMOOIIMTONICHUH U OPTaHHOTO MOPAKEHHUS.

N3 ob0eux Koropt Bce MAIMEHTKH, Yy KOTOPBIX HUMEIHCh KIMHUKO-I1a00paTopHbIe
npusHaku TMA, B 3aBHCHMOCTH OT OCHOBHOI'O JWarHo3a ObUIM pacrpeiesieHbl Ha YeThIpe

rpymibl (PucyHok 2).



200 e mm e e e e e e e e e e mm e e mmmmmmmmmm=  m e e e e mm e e e mmmm e mmmmmmm o mmmm e ——————

i KoropTa 1 ' i KoropTa 2 i
. 1

801 accoummpoBaHHble ¢ GepeMeHHoCTBi0 | | MHAYLMPOBaHHble bepemeHHOCTRI :

- TMA o TMA 177 | |

i . I

1 | 1 1

10 | Lo |

1 | 1 1

1 | 1 1

120 || 1 Vo |

1 | 1 1

1 | 1 1

100 | 1 b |

o ' | epynna 1 b !
1

. 1

] ss || epynna 4 :

1 | 1 1

60 | ! v 70 |

1 | 1 1

w0 | zpynna 2 P :

1 \ 1 1

1 1 1

0 | 35 epynna 3| | 32 :

1 | 1 1

i Lo :

0 | H | 1

; alyc cencuc+TMA KA®C | : M3+TMA TAMenasa N3 ymepeHHas n:c-)

Pucynok 2 — Jlu3aiin ucciemoBaHus

e [lepByto, ocHOBHYIO, rpymmy uccienoBanus («al'YC») coctaBuiu 85 MalUEHTOK C
al'YC B Bo3pacte ot 16 1o 44 net (29,33+6,64).

e Bo Bropywo rpynny («cencuc+TMAy) Obuto BKIOUEHO 35 TanUeHTOK (CpeaHuit
Bo3pacT 31,43+5,38 meT) ¢ aKkylmepCKUM CEMCHCOM, OCOOCHHOCTBIO TEUEHHS KOTOPOTO
SBIISIOCH TpeoliiajaHue B KIMHHYECKOW KapThHE Mpu3HakoB TMA, mporpeccupoBaBiieit
JTaXKe TIPU YMEHBIIICHUU BHIPAXKECHHOCTH OCTPOBOCTIATUTEILHOTO CHHIPOMA.

e Tperbs rpynna («KA®DPCy) coctosia u3 14 nanmenTox (cpennuii Bo3pact 27,93+5,84
net) ¢ KA®C

e Konrponbhayto uerBepryio rpymmny («[19+TMA») cocraBunu 70 nmauueHToK (CpeaHuit
Bo3pacT 31,91£6,09 ner) ¢ [1D u xnuHUKO-MabopaTopHbIMU Tipu3Hakamu TMA, Koropas,
0€3ycI0BHO, yCYryOisiia Ts)KECTh TEUYEHMsI MPEIKIAaMIICUU, 3aTpyJHsjIa JUAarHOCTUKY C
npyrumu popmamMu TMA 1 naBaja OCHOBAaHME BKJIFOUHUTH 3THUX MAI[UEHTOK B KOHTPOJIbHBIC
rpymmy.

e Ocranbubie 209 nanueHToK ¢ ymepeHHou (N=177) u tspxenoit (N=32) [1D He Bouwn B
OCHOBHYIO CTaTUCTHYECKYIO 00pabOTKy, OJHAKO OBUIM HMCIIOIB30BAHBI JIJISI OIIEHKH YaCTOTHI
BCTpEYaeMOCTH paznuyHbix ¢GopmM TMA B OJHOM IIEHTpE B TEUEHHME OJHOTO TOJa WU JJIS

cpaBHeHus Teuenus [19.
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Metoasnl ucciie0BaHusA

MeTob1 McclieTOBaHMS BKIIIOYAIH B ce0sl pyTHHHBIE Ta00paTOpHbIE UCCIIEA0BAHNUS, B TOM
yyclle KIMHUYECKUI aHaau3 KpPOBUM C TOJCYETOM IIHM30LMTOB, OOIIMHA aHAIU3 MOYH,
OMOXMMHUYECKUI aHanMu3 KpoBU ¢ ompeneneHueMm kpearmHuHa, ACT, AJIT, JIAI, obmero u
npsiMoro OwiMpyOWHa, TJIIOKO3bl, XOJIECTEPUHA W TPUIIMLEPUAOB, KOAryJlorpaMMmy c
ornpejeneHueM (UOPUHOTEHa, a TaKKe MMMYHOJIOTHUECKHI aHalli3 KPOBH (C OIpeaesieHueM
C3, C4 KOMIIOHEHTOB KOMIUIEMEHTA, AHTUHYKJIEApHOro (pakTopa, aHTUTEN K HATUBHOW WU
neHatypupoBanHoit JIHK, antudochonunuaHbix aHTUTHTEN - aHTUTEN K KApAUOIUIUHY M
Oera-2-rnmukonpoTenny-1 kmaccoB IgM u IgG, BolYaHOUHOTO aHTHKOATYIISIHTA).

Y yacTu ManueHToB ObLIO BBIMTOJHEHO onpeaenenne aktuBHocTh ADAMTS13 (n=68) u
TCHETUYECKOE HCCICAOBAaHUE CHCTEMBl KoMIUleMeHTa (n=21). VYV 22 mnamueHToK ObLIO
BBINIOJTHEHO MOpP(OJIOrMYEeCcKOe HCCIEOBaHHE TKAaHW MOYKU (B 7 cllydasx Marepuan ais
HCCJICIOBAHUS MOIYYaId MPUKU3HEHHO MTyTEM YPECKOKHOU MYHKIIMOHHOM OMOIICHU TOYKH, B
15 — matepuan noysydeH mpu ayToICUn ), TOATBEpAuBIIee nuarno3 TMA.

CTATUCTUYECKUIA AHAJIN3

Crartuctuueckuil aHaiuu3 ITPOBOJIUIN METOJIaMH BAPUALIMOHHOW CTATUCTUKH C TTOMOILBIO
nporpammubix aketoB STATISTICA 6,0 u Microsoft Excel. HopmansHOCTh pacnpenencHus
aHAIM3UPYEMBIX MIOKa3aTeliel IpoBepsuIn ¢ momMolbio kputepus Konmoroposa-CmupHoBa. Tak
KaK pacrpezelieHne OOJIbIIMHCTBA BBIOOPOK 3HAYUTENIBHO OTJIMYAJIOCh OT HOPMAJbHOIO,
CTaTUCTUYECKYI0 3HAYUMOCTh DAa3IMYUil MEXIy IOKa3aTeJsMU JBYX TIpynn OOJIbHBIX
(monmy4aBMIMX W HE TMOJYYaBIIMX KOMIUIEMEHT-OJOKUPYIONIYIO TEpanuio) OMpPEeNesian C
NOMOUIBI0 HemapaMeTpuueckoro kputepus ManHa-Yutau. Ilpu cpaBHeHun Oojee JBYX
BBIOOPOK HCIIOJIb30BAM HEMapaMEeTPUUECKUi aHalor OJHO(AKTOPHOTO JAUCHEPCHOHHOTO
ananmu3za no Kpackamny-Yommucy ¢ nanpHeimeldr oO0paOOTKOW METOJ0M MHOMXKECTBEHHBIX
cpaBHeHMil 1o /{anny. [lonydyeHHbIE pe3yabTaThl ONMCHIBAIM C IOMOLIBIO MEAWAH U HUXKHETO U
BEepXHEro kpaptuieil. [l aHanu3a TaHHBIX, U3MEPEHHBIX B KAUECTBEHHOH (KaTeropuaibHOM)
1IKaJje, UCIOJIb30BaIu KPUTEpUN TOYHOU BepoATHOCTH Duiepa.

Koppensuuonnble 3aBUCUMOCTH Cpeu OOJIbHBIX, HE MOJYYaBIIUX MMATOI€HETHUYECKON
Tepanuu, PacCUMTHIBAIM, HCIOJb3yd HemapameTpuyeckuid meton CnupmeHa (KOJIUYECTBO
NOPaXKEHHBIX OpraHoB — akTUBHOCTH JI/II') u OGucepmanbHyr0 KOppenauuio (JIeTalbHOCTh —

KOJINYCCTBO MOPAKCHHBIX OpFaHOB).
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Bo Bcex cinydasx CTaTHCTMYECKH 3HAYMMBIMM CUMTAIU PA3IMYMSA U 3aBUCUMOCTH B TOM
cilydae, ecil BEpOSTHOCTh OIIMOKH 1mepBoro poja He npesbimiana 0,05.

bruta npoBeneHa kinaccudukaius 00JbHbBIX, HE IOJYyYaBIINX NATOT€HETUYECKOM TEpannH,
C MOMOIIIBIO KJIACTEPHOTo aHanu3a K-cpenHux. AHaau3 ObUT POBEICH C UCIIOIb30BAHHUEM TPEX
pa3HbIX HA0OpPOB MEPEMEHHBIX: 1. KOJIMYECTBO OEPEMEHHOCTENW — KOJIMYECTBO MOPAKEHHBIX
OpPraHoOB; 2. KOJIMYECTBO MOPAKEHHBIX OPTaHOB — YPOBEHb KpeaTHHUHA — akTUBHOCTH JIJII'; 3.
KOJIM4YECTBO MOPAKEHHBIX OPraHOB —aKTUBHOCTH JI/II'.

BoepkuBaeMocTh OOJIBHBIX ObUIa IMpOaHAJU3MpOBaHA C IMOMOIIBIO KpuBBIX Kamana-
Meliepa. 3HaUMMOCTb PA3INUMI MEXAY KPUBBIMU ONPEIEIISIIN C TIOMOIIbIO KpUuTepun |'exaHa-
Buiikokcona.

PE3YJIBTATBI UCCJIEAOBAHUSA U UX OBCY/KIEHUE
PacnpocTpanennoctb akymepckoit TMA

JIJ1st OIIEHKH YacCTOThI BCTPEUAEMOCTH paznudHbIX popM TMA B akyIiepckoi MpakTUKe B
onHoM poauibHoM aome MHorompodumibHO KI'b um A.K. Epamwumannesa ¢ 04.2021 mo
04.2022 r 6bu10 npoaHaIU3UPOBaHo 238 ucTOpHil po1oB mauueHTok ¢ [19 u apyrumu popmamu
TMA.

B nopasnsromem OonbmmHCTBE ciydyaeB TMA B akyllepckodl mNpakThke Oblia
npeactasieHa [1D pa3nuuHOl cTeNeHH TAXKECTH, KaKk MpaBUio, yMepeHHOU. Atunuunbsiid ['YC
ObLT JUArHOCTUPOBAH TOJBKO Y OJJHOM MAlMEHTKU M B OJIHOM cllydae ObLT BBISIBJICH TSXKEJbIN
cericuc ¢ npuzHakaMu TMA, 4TO MOATBEpP>KJAET MPEJACTABICHUE O PEIKOCTH H3ydaeMoi

natosorun (Pucynox 3).

alYC mo4%_ _m 04%
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TAXKenan M3/HELLP ¢ MATA v TpomBouuToneHuei;
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Pucynok 3 — YacToTa BcTpeuaeMOCTH pa3inyHbIX ¢popM akymepckoid TMA cpenu manueHTok
¢ mpeanojaraeMeiM auarno3om «lIpesknamncusi» B onnoM tentpe ¢ 2021 no 2022 rr.
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Kiaunuko-imadoparopHas xapakrepucTuka nanmueHTok ¢ al'YC u apyrumu popmamu
TMA TMA, accoumupoBaHHOii ¢ OepeMeHHOCTHIO (N=204)

Bce 204 nanuentku ¢ TMA (rpynmel «al'YC», «cencuct+TMA», «KADCy, «[19+TMA»)
ObLTH comocTaBUMBI 0 Bo3pacTy (Tabmuma 5), cocraBuBmemy B cpeaneM 30,48+6,30 mer.
Axymepckuit al'YC, xak u apyrue ¢opmel TMA, pa3BuBaics Bo BpeMs 000 1o cuyery
OepeMeHHOCTH, 4Yalle Yy TMOBTOpHOposiumX. Bce mpenmecTByronye OepeMEHHOCTH Y
nanuentok ¢ al'YC nporekanu Onarononyuno. Kak mpasuio, passutue al' YC, B oTiinuue ot
[19, nabnroanocs B paHHEM MOCIEPOIOBOM Iepuoje. Y Bcex nmanueHtok ¢ 11D B Teuenue 3
CYTOK I10CJI€ POJ0pa3pelIeH s OTMeUanach CIOHTaHHAs MOJOKUTENbHAas AuHaMuKa. HarnpoTtus,
npu al'YC u apyrux accouuupoBaHHBIX C OepeMeHHOCThIO (popmax TMA nHabmomanoch

nporpeccupoBanue 3adoseBanus (Tadmuna 2).

Tabnuna 2 — Axymepckuii anamues y narueHTok ¢ al'YC u apyrumu popmamu TMA

[Tokazarenn al'YC cencuctTMA | KA®C I[I5+TMA
n=85 n=35 n=14 n=70

Bospacr, siet 29,32(£6,63) | 31,42(+5,38) | 27,92(£5,83) | 31,91(£6,09)

1-s 6epemMeHHOCTD, N (%) 32 (37,6) 11 (31,4) 5(35,7) 34 (48,6)

[ToBTOpHAas 53 (62,4) 24 (68,6) 9 (64,3) 36 (51,4)

0epeMeHHOCTh, N (%)

Menunana ypcia 2,0 [1,0; 2,0 [1,0; 2,0 [1,0; 2,0 [1,0;

OepeMEeHHOCTEH B 3,0] 4,0] 3,0] 3,0]

aHamHuese, Me [Q1; Q3]

OTsTOnICHHBIN 12 (14,1) 8 (22,8) 9 (64,3) 11 (15,7)

aKyILIEpCKUI aHAMHE3 p =0,015

(ITD, BBIKMABILL, p3= 0,024

aHTEHaTaJIbHAsl THOEIb
wioaa u ap), N (%)

JHle6ror TMA
Bo Bpems GepemeHHOCTH 16 (18,8) 7 (20) 9 (64,3) 64 (91,4)
[Tocne pomopasperieHus 69 (81,2) 28 (80) 5(35,7) 6 (8,6)
»=0,038 »<0,0001
p1<0,0001
[TonoxutenbHas 0 0 0 70(100)

JAWMHaMHKKa IMOoCJIC poaoB

Ipumeuanus: 1. Ilokazanvl MeouaHvl U HUMNCHULL U 8EPXHUL KEAPMULU, 2. p — NO OMHOWEHUIO
K «al'VYCy»,; p1 —no omnowenuro k «cencuc+TMA»; p2 — no omuowenuio k «k KADCy», p3 — no
omuoweruio Kk «l112+TMAy.
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VY Bcex 0e3 MCKIIOYEHHUS NAlMEHTOK ¢ akymepckoil TMA BBISBISAJIUCH T€ WINM HHBIE
KOMIUIEMEHT-aKTUBUPYIOIIUE COCTOSHUSA, IPEACTABICHHBIE PA3JIMYHBIMU OCJIOKHEHUSIMHU
oepemenHoctH (npesknamncus/HELLP-cunapom, kpoBoTeueHue, npexxaeBpeMeHHas OTClIOKa
IUTALIEHTHl, AHTEHaTajJbHas TuOenb IUI0Ja W Jp.), ONEPaTHBHBIMM BMELIATEIbCTBAMH U
UH(pEKIHE.

Maxkcumanbnoe koianuectBo KAC, Tpu u 6osee, umenu nauueHTky B rpynmnax «al YC» u

«cerncuc+TMA» B oTinune oT nauueHTok ¢ 113, y KOTOpbhIX B OCHOBHOM BBISBIISLIIUCH HE Ooliee

nByx KAC (Pucynku 4,5)
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Pucynok 4 — KonmnuectBo KAC y manmentok ¢ al' YC u npyrumu dopmamu TMA
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Pucynok 5 — CootHomenne konnuectsa KAC (1-2 u >3) y nanuenTok ¢ al'YC u apyrumu
dopmamu TMA
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Hawn6Gonee wacteimu KAC Bo Bcex rpymmax Obutn 11D (63 u3 85, 74,1%), Kecapeso
ceuenue (67 u3 85, 78,8%) u kpoBoteuenue (61 u3 85, 71,7%). Undekuus 3annmana 4yeTBeproe
MECTO TIO YacTOTe BCTpedaeMocTH y nanueHTok ¢ al' YC, HO 04eBUIHO JIMTUPOBAJia B TPYIIIE

narueHTok ¢ cerncucoM (Tabnuma 3)

Tabnuma 3 — CrieKTp KOMIUIEMEHT-aKTHBHPYIOIIUX COCTOSTHUAN y marueHTok ¢ al 'Y C u qpyrumu
dbopmamu TMA

ITokaszarens al'YC [Cencuc +TMA | KA®C |12 +TMA
n=85 n=35 n=14 n=70
KAC
[Tpesknammcus, N (%) 63 (74,1) 124 (68,5) 12 (85,7) |70 (100)
p=0,033
Kecapeso ceuenue, n (%) 67(78,8) 124 (68,5) 10(71,4) 65(92,8)
Kposoteuenue, n (%) 61 (71,7) 24 (68,5) 5 (35,7) 20 (28,6)
p=0,00002
p1=0,0005
[IpexxmeBpeMeHHast OTCIIONKA 29 (34,1) 4 (11,4) 2 (14,3) 4 (5,7)
taneHTsl, N (%) p<0,014
AnTenaTanbHas ruoens mwioga, N (%) R21(31,7) 5 (14,3) 4 (28,5) 5(7,1)
BHyTprMaTO4YHBIC MAHUITYJISINAH, N 10 (11,7) |6(17,1) 2(14,2) |4(57)
(%)
['ucrepakromus, N (%) 19 (22,3) | 14 (42,8) 2(143) |0
p1=0,002
WNudexnmonnsie ocnoxuenus, N (%) | 36 (42,3) | 30 (85,7) 4 (28,6) 5(7,1)
p=0,001 p1=0,010 | p=0,0009
p2=0,010 p1<0,0001
p3<0,0001

Ipumeuanusa: 1. KAC- xomniemenm-akmugupyrowue cOCmMosAHUA 2. 3HAYUMOCHMb DA3TUYUL
MedcOy epynnamu nojiy4yeHHa 6 pe3yivmame Ucnoavb3osanus Kpumepus Kpackena-Yonneca
(Kruskel-Wolles), swvloenenvt snauumoie paznuuus. p — no omuowtenuto k «al' YC»; p1 — no
omuouenuio k «cencuct+TMA»,; p2 — no omuowenuio k «[I1I3+TMA»,; p3s — no omuowenuio K
«KADCy.

Cpenu MH(EKIIMOHHBIX OCIOXHEHUH OepeMeHHocTH Kak B rpymnmne al'YC, tak B rpymnme
cerncuca, BeAyliee MecTo 3aHrMaja MoueBasi MH(MEKIHs, B CTPYKTYype KOTOPOH y MalMEHTOK ¢
CEeTNCHCOM 3HAUYMMO 4allle BBISBISATIAch OeccuMmnTOMHas Oakrepuypus. [lo-Bumumomy, He

JIeYeHHAasi BO BpeMsi OEpeMEHHOCTH O0ecCUMNTOMHAs OakTepuypus MPHU MPUCOSTUHEHUN OoJiee
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CCPbC3HBIX OCJIOKHEHUM mnmponecca recrauu Morjia MmOCHYKHUTb HpPI‘-IPIHOfI reHepajaIm3anunu

undekiun (Tabmuma 4).

Tabmuna 4 — Yactora MHQEKIMOHHBIX OCJIOKHEHUH, MPEAIIeCTBYIOMMX pa3Butuio TMA B
rpynnax «al'YC» u «cencuc+TMA»

Nudexuuonnsie ocnoxuenud, | [pynna al'VC, | I'pynna cencuc+TMA

n (%) n=85 n=35 P
MoueBas HHPCKIUSI 12 (14,1) 13 (37,1) 0,005
- beccumnmomuasn baxkmepuypus | Suz 12 (42%) 12 uz 13 (92%) 0,0008
- nuenoxegpum Tus 12 (58%) Luz 13 (8%) 0,292
KHTICUHAs WHEKIHSI 11 (12,9) 3(8,6) 0,506
rpunn, COVID 19 5(5,9) 4(11,4) 0,301
BHYTpUYTpOOHast uH(peKIs, 8 (9,4) 10 (28,6) 0,008
SHJIOMETPUT

[Tpaktnuecku Bee akymepckue KAC pa3BuBainch 0THOBPEMEHHO UITH IIOCIIEI0BATEIBHO
JpyT 3a IpyroM B TE€YEHHE KpailHe KOPOTKOIO MPOMEKYTKa BPEMEHU (MUHYTBI — MaKCUMYM
yacel). Kak mnpaBuio, HaOmojgamach cleAyromas —I0CJIeJ0BAaTEIbHOCTh  COOBITHIA:
NpeXIeBpEMEHHAsl OTCIOWKa IJIALEHThl — aHTeHaTajbHas TMOeb IIoAa U KPOBOTEUEHUE —
KecapeBo ceduenmne — KpoBOTEUEHUE — TUCTEPAIKTOMMUS — aTunuaHbIil ['YC.

HckiroueHne 1o npoJo/LKUTENbHOCTH BO3IEMCTBUSA Ha CUCTEMY KOMIUIEMEHTA Cpeau
KAC cocraBuna tonbko I19, koropas, B oTiauyue OT OOJIBIIMHCTBA JAPYTUX TPUITEPOB,
AKTUBHPYIOIIMX KOMIUIEMEHT MOIIIHO, HO B TEYEHUE KOPOTKOI'O BPEMEHH, B PSJIE CIIy4aeB UMesa
JUIUTETIbHOE TEYCHHE.

VY 6onpmuHcTBa anueHToK ¢ al'YC (34 u3 47, 72%), KoTopble HaOIIOAAINCH B )KEHCKOU
KOHCYJIbTAllMM M Yy KOTOPBIX CPOK OepeMEeHHOCTH ObLI M3BECTEH Ha MOMEHT nebrora 13,
JTMarHo3 MOCJeAHeN ObLT yCTaHOBJIEH 32 HECKOJIBKO HEJIeN b 10 poAopa3pelieHus (CpeIHuil Cpok
o6epemenHocTH Ha MOMEHT pa3BuTus [19 coctaBun 31,80+ 5,06 ven. (c 20 mo 41uen.). [Ipu sTom,
KaKk I@paBwio, Oblla JuarHoctupoBaHa ymepeHHas [ID. B pesynpraTte mnpoBeneHus
KOMIUIEKCHBIX MEp, BKJIOYAIOLIMX AHTUTMIIEPTEH3MBHYIO, MarHe3najibHyI0 U COCYAMCTYIO
Tepanuio, A/l yaaBanoch cTaOUIM3UPOBATh Ha IIEJIEBBIX MMOKA3aTENAX, YTO J1aBaJl0 OCHOBAHHE
IPOJIOHTUPOBATH OEPEMEHHOCTH, YTOOBI MOJYYUTH O0Jiee JOHOIIEHHOTO U KM3HECTIOCOOHOTO
pebeHKa, MOCKOIbKY B 3TUX ciy4asx nepBble npusHaku [1D uamie BoigBIsIuCH 10 34 Henenu

reCTaLH.
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VY nonoBuns! nanueHTok ¢ al'YC npogomkutenbHOCTh [1D Oblia cBbIIIE IBYX, @ Y TPETH

— cBbiie 3x Henenb (PucyHok 6).

>3 Heagenb

2-3 Hepenn 1-2 Hepenu

Pucynoxk 6 — IIpo1omKUTeTsHOCTD IpesKIaMIicun y nanueHTok ¢ al'yC

B rpynne xontpons «I13+TMA» GepeMeHHOCTh MPOJOHTUPOBAIIA BIIBOE pexe: y 25 u3
70 (35,7%) narueHTOK, ¥ MEJMaHa CpoKa MPOJIOHTHpoBaHus Obuta HIke - Me 0,25 [0,1;3,0]

Heq., ueM B rpymmne «al'YC» (Pucynok 7).

10

1,75 [0,1;4,0]

MpoponmxutensHocTs M3, Hegenu

| ]
0,25 [0,1;3,0]
| p=0,094

0 — 1 I

. . & Median
aryc N3+TMA T Non-Outlier Range

Pucynok 7 — IIpoaomKkuTenbHOCTh MpedkaamMicuu y nanueHTok ¢ al'yYC u coueranuem
I19 ¢ TMA
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[To-Bunumomy, 6onee Tsokenoe Teuenue 110 ¢ npuznakamu MAI'A, TpombonuTonenue
u OIIIT nmocmyxuno npuuuHOM 6oJiee paHHEro PoJopa3pelIeHHs U, KaK 3TO HU NapaoKCcaIbHO,
yMeHbIIMIO puck pa3zutud al'YC Onarogapsi CBOEBpEMEHHOMY IPEKPALLIEHUIO0 OEPEMEHHOCTH.

Pacuer otHomienus miaHcoB pa3putuga al'YC y mnanumentok c¢ 11D mokasan, dto
NPOJIOHTHpOBaHue OepeMeHHocTH moBbImaeT puck al' YC B 2,5 pasa (O [[AM95%] 2,51
[1,073;5,673], p = 0,034).

BeposiTHo, 3aTsnyBiasics [13 MoxeT BbI3BaTh HE MPOCTO MEPCUCTUPOBAHNE aKTUBALUU
KOMIUIEMEHTA, HO U yCWJIEHUE €€, MPUBOJS K HAapacTaHUIO M I'eHepaU3ally MOBPEXICHUS
HHIOTENHNS U CIOCOOCTBYS T€M cambIM TpaHcpopmaruu npeskiammcuu B al'YC, ocobenHo npu
HAJIMYUU T€HETUYECKOTO0 iehekTa B cucteMe KomiuieMenta. Kpome Toro, AMTenbHOE TEUEHHE
[13, compoBoXxaaromieecss HENPEPHIBHON aKTUBaMEd KOMIUIEMEHTA, MO-BUAMMOMY, MOET
MPUBECTH K UCTOIEHUIO (DAKTOPOB aHTUKOMILJIEMEHTAPHOM 3aIIUThHI B OpraHu3Me OepeMeHHO1,
a TAK)KE K YBEJIMUEHUIO PUCKOB Pa3BUTHUA €€ OCIOKHEHUN: OTCIONKHY IIALIEHThI, aHTEHATAIIbHOU
rubeny 1miuojaa, KpOBOTEUEHHsI, KOTOPbIE, B CBOIO OYEPE/b, €lle 0oJiee YCHIMBAIOT aKTUBALIMIO
KOMILJIEMEHTA, NOBbIIIask pucku passutus al Y.

B T0 e Bpemsi, aHanu3 NpoAOoILKUTENbHOCTH [1D y ManeHToK ¢ yMEpEeHHOU U TSKENIon
[1D 6e3 knMHUKO-1a00paTopHbIX Npu3HaKoB TMA npoaeMoHCTpHrpoBai 1axe 00s1ee BhICOKYIO
MeJIMaHy CpoKa TpoJoHTHpoBaHus OepemeHHoctn (memmana 2,0 [0,1;3,5] u 1,0 [0,1;3,0])
(Pucynok 8). MakcuMasbHbIC CPOKH TPOJOHTMPOBAaHUS OCPEMEHHOCTH TpU yMmMepeHHou [19

cocTaBuiIM 15 Henenb, Ipu TSHKEION — 6 HEJEb.

alVC II3+TMA  taxenas yMepeHHad
na HB ?[ t‘:l? iI;:’|:JII.Ii1.'r Range

ﬁﬁﬁﬁﬁﬁﬁ

IPOIOLKHTENEHOCTE 113, Helens

Pucynoxk 8 — I[TpoiomkuTensHOCTD MpedkiaMiicuu y nanueHTok ¢ al'yYC (n=63),
couetanueM 13 ¢ TMA (n=70), tsxenoii (N=32) u ymepennoii [12 (n=177)
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['maBHOM OTIIMUKUTENHEHON OCOOEHHOCTHIO BCEX MALIMEHTOK C YMEPEHHOU U Tsixkenoi 19,
KOTOPBIM TPOJIOHMPOBAIaCh OEPEMEHHOCTh, ObLIA MPOBOANMAs UM CBoeBpeMeHHas (¢ 12-13
HeZeNlb I0CJIE TOJYyYEHHUs pe3ylbTaTOB IEPBOrO CKPUHUHIA, BBISIBUBIIETO BBICOKHHM PHUCK
passutus I13) mpodunaktuka [1D acnupuHcomepkamumu mnpenapatamu (63,2% u 56,2%
COOTBETCTBEHHO). OTy Npo(dUIaKkTUKy nonydanu u 28,5% nauueHtok rpymisl «I[19+TMA», B

TO BpeMs Kak B rpymme «al ' YC» oHa He mpoBoMIach NpakTHuecku HUKomy (4,8%) (Pucynok

9).

70 p<0,0001

63,3

o 1 p=0,0002 |5e,3

50

p=0,038

30 +

20

10 +

0 +——

6,3
alyC MN3+TMA TAxenas 13 ymepeHHas 3

Pucynok 9 - Yactora acnupunonpodunakruxu 113 y manuentok ¢ al' YC (n=63) u
paznuuHbiMU popmamu [19

MoXHO  TpennonoXuTh, YTO CBOEBpEMEHHO Hayartas npodunaktuka I[19
aCMUPHUHCOAEPIKALIMMHU MpernapaTaMy MPUBOJIAT K MEHBLIEH BBIPAXKEHHOCTH MposiBiieHui 1.

Pacyer miaHcOB NpOJEMOHCTPUPOBAN, YTO OTCYTCTBHUE ACHUPUHONPO(PHUIAKTHKH Yy
MAlUEeHTOK C BBICOKUM puckoM [13 noseimano puck pazsutusa al'YC B 8,5 pa3z (OLL [95% /U]
8,51 [2,307; 31,431], p = 0,001). B 1o e BpeMs cBoeBpeMeHHO HauaTas nmpodriaktuka 110
aCIMPUHCOAEPIKAIMMHY MPENapaTaMy YMEHbBIIAET PUCK pa3BUTUSA He TObKO 119, Ho n al'VC
noutu Ha 90% (OUI [95% /1] 0,117 [0.032; 0.433], p=0,001].

I'eneTnuyeckoe ucciaen0BaHUE CHCTEMbI KOMILIEMEHTA

['eneTnueckoe WUCClIEJOBaHWE TEHOB CHCTEMbl KOMIUIEMEHTa OBLIO BBITOJHEHO 21
BbDKMBIIEH nanueHTke: 16 - ¢ al'YC, 4 u3 rpynmsl «cencuc+TMA» 1 1 nmanueHTke u3 rpymnmbl
«KADC». I'eHeTnueckoe HCCIEIOBAHUE BBINOJHAJIOCH, KAaK MPaBUJIO, C LEIbI0 YTOUHEHHUS

JMarHo3a, 0oCOOGHHO B ciydasx mo3aHei auarHoctuku TMA u al'VYC. Y gacTu manueHTok ¢
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al'YC oHO OBUIO BBITIOJIHEHO IS PEIICHHSI BOIIPOCA O BO3MOXKHOCTH OTMEHBI KOMIUIEMEHT-
OJIOKUPYIOILIEH TepaIUH.

[latorenHpie MyTallMM B T€HAX CHUCTEMbl KOMIUIEMEHTAa ObUIM BBISIBICHBI Y MOJIOBUHBI
narueHToK ¢ al'YC, KOTOpBIM BBINOJNHSIIOCH TEHETHYECKOE UCCIeIOBaHne, U HU Y OJTHOM U3

o0ceoBaHHbIX MaMeHTOK ¢ cercucoM U KADC (Pucynok 10).

o B

[= NS -2

1

0 0
al'vC cercuc+TMA KADC

N eCTh NATOTEHHEIE BapHaHTBI L HeT MaTOTeHHBIX BapHaHTOB

Pucynok 10 - YacToTa BBISBIICHUS MTaTOTEHHBIX BAPUAHTOB '€HOB CUCTEMBI KOMIUICMEHTA Y
narueHTok ¢ al'YC u npyrumu popmamu TMA

VY 4 naunuentok ¢ al'YC Obuid BbISIBIIEHBI NMAaTOT€HHbIE BapHaHThl reHa ¢akropa H
(c.1548T>A, c.7C>G, c766G>A, ¢.1067G>A), y 2 — BapuanTsl reHa ¢akropa | (c1217G>A u
€.719C>G), y 1 — BapuanT rena tpomOomoaynuna (C.683C>T) u y 1 — Bapuant rema C3
(C3g6718128G>A). B ocTanbHbIX CiTy4dasix ObUIH BBISIBJICHBI pa3IMYHbIC BAPUAHTHI C HESICHBIM
KIIMHUYECKUM 3HadeHueM, B ToM uwmcie reHa (akrtopa H (c.2016A>G, ¢.2808G>T,
€.1067G>A, c.1419G>A, ¢.184G>A, c1204C>T), rpombomoayimHa (€.1418C>T), ADAMTS
13 (c2699C>T, c.1342C>G, c.19C>T, c¢.1852C>G), C3 (c.2203C>T, C3 c.941C>T,
¢.304C>QG) B pa3snuyHBIX KOMOWHAITUSX.

He Ob1710 BBISBIIGHO CBSI3M MEXK]Ty HATMYUEM WIH OTCYTCTBHEM MATOTEHHBIX MYyTaIllUN B

reHax KOMIUIEMEHTA M TSHKECThIO TeUeHHs 3a00eBanus, u ero ucxoaom (Tabmuia 4)
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Tabnuua 4 — Knuauko-nadopaTopHas XapaKTepUCTHUKA NAUEHTOK C HAIMYUEM U OTCYTCTBUEM
NAaTOreHHBIX MYTallUi CHCTEMBbl KOMIUIEMEHTAa, B3aUMOCBA3b KJIMHUKO-Ia00OpaTOPHBIX
NOKa3areseil ¢ HaTMYMEeM/OTCYTCTBUEM MYyTallUii CUCTEMBI KOMITJIEMEHTA

[TaTorenHele Koppensus, p
aruu Ja (n=8) Het (n=13) p
[Ipusznak
al'YC/npyrue dopmbl
TMA. n 8/0 8/5
OepeMEeHHOCTh
- mepsas, N (%) 2 (25) 3(23) 0,655 | Rs=-0,05; p=0,825
- moBTopHas, N(%) 6 (75) 10 (77)
Cpennee gucio | 4,0[2,5;4,5] 3,0[3,0;4,0] 0,569 RSS 5%813;
OpPa)XKEHHBIX OPTaHOB p=0,
HB, r/n 54’5[44’0’70’5] 64,0[54,0, 72,0] 0,538 | Rs=0,14; p=0,528
TpoMOOLIUTHI, THIC B 4513,8 29,0: 50,0[31,0;63,0] 0,717 | Rs=0,09; p=0,700
MEKJT ,
KpeatuHuH, MKMOJIB/JI 547,0[329,0;600,0] 0137 Rs=-0,34;
692,0[496,0;] : p=0,131
JIOT, EI/n 2795 0[1810.0° 2625,0‘2500,0; 0690 | Rs=-0,09;
s5sok 33250 690 | 1=0,675
ACT, Ell/n 22,55%4{2,5; %22,8 146,0; 0,095 | Rs=0,38; p=0,088
AJIT, Ell/n ng,zdg]to,a %2318]'114,0; 0,180 | Rs= 0,31, p=0,17
BAHpYGHH, MMOJB/T %%g 17,0; 13,0[10,0; 141,0] | 1,000 | Rs=-0,01; p=0,972
[Tonydanu skynu3ymao, | 6 (’75) 11 (84,6)
n (%)
DyHryus novex | 6 uz 6 usz 11
80CCMAHOBUNLACH, N 0,404
I, n 0 2uz 1l
He noJTydanu 2 (15,4)
AKYIM3yMao, N 2 (25)
Dyuxyus nouex | , 0
soccmanosunacy, N (%) 0,167

Ilpumeuanue: 1][- eemoouanus; noxazambl MeOUAHbl U HUNCHUL U BEPXHUU KEAPMUIU, D
paccuumansl ¢ NOMOWbIO Henapamempuuyecko2o Kpumepus Manna-Yumuu u Kpumepus
mouHou eeposimuocmu Puwiepa.

[TarmeHTKM ¢ MATOr€HHBIMU MYTAllUIMU T€HOB CUCTEMbI KOMIUIEMEHTA U MAIMEHTKHU C
MYTalMsIMH HESICHOTO KJIMHUYECKOTO 3HAYCHUS B IIEJIOM CTaTUCTHUYECKH HE Pa3InYyaINCh
Mexay coboit o ctpykrype BoisiBeHHbIX KAC. Tem He MeHee, y NallMeHTOK C MaTOr€HHbIMU
MyTalMsIMA ~ Yallle  BCTPEUANIUCh  «PAHHSSD»  MOPEIKIAMIICHsA, OTCIOMKAa  HOPMAJIbHO

paCHOJ'IOH(eHHOI\/'I III1alCHTHI, OIICPAaTHUBHLBIC pPOoabI u 3HaAa4YUMO qaiiec OTMCYAJICA
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HEeOJIarONMPUSTHBIA UCXOJI [T TUIOa — aHTEHATAIbHAs THOENb TUIOIa TIPOU30ILIa B 4 Cirydasix
u3 8 (50%) vs 1 u3 13 (7,7%) (Pucynok 11) u UMEHHO 3TH MAIMEHTKHA MMEIH OOJBIIYIO

JUTATENIbHOCTD npesknammcuu (4,0 [2,0;12,0] vs 1,0 [0,5;3,0] Henens).

1-2KAC 10 31
> 3KAC qloo
TpesKTAMTICHST qszs
KecapeBo cevere #87,5
KpOBOTeveHIe qﬁ
OTC/I0IKA M/IAIeATHI *5"
AHTeHATATbHAs rHOeIb 10712 PSU p=0,047

BHYTPHMATOYHbIE MAHHITY/IAIHA

e ——_

0 10 20 30 40 50 60 70 80 90 100 9

B IaTOre¢HHbl€ BAPHAHTDI BAPHAHTBI ¢ HEACHBIM KJINHHY€CKIM 3HaA1€HHEM

Pucynok 11 - YacroTa BbISIBI€HHS KOMILIEMEHT-akTuBUpYtomux coctosnuit (KAC) y
NAIMEeHTOK C MMaTOreHHBIMU BapUaHTaMH I€HOB CUCTEMbI KOMIUIEMEHTa U 0€3 HUX

Takum 00pa3zoM, IPOJTOHTUPOBAHUE OEPEMEHHOCTH y MalMeHTOK ¢ [1D U matoreHHbIMU
MYTalUSIMU TEHOB KOMILJIEMEHTA COMPSKEHO ¢ 00Jiee BHICOKIMM PUCKOM Pa3BUTHS KaK TSKEIBIX
aKyIIEPCKUX OCJIIOXKHEHUM, Tak u Tpancpopmarmu [19 B al'YC.

Ha ocHoBaHMM NpOBENEHHOTO HAaMHU aHajiu3a aHaMHe3a nauueHtok ¢ a-al'YC u
pe3yJIbTaTOB  T€HETUYECKOTO  HCCIEAOBAHMS MBI  CPOPMYIUPOBAIMA  KOHIEIIHIO O
HeogHOpoaHOCTH akymiepckoro al'YC. Ilo Hamemy NpennosokeHUI0 OCTPYH) KOMIUIEMEHT-
ornocpenoBaHnHylto TMA B akymepckoil MpakTUKE y MAlMEHTOK ¢ HACHTU(DUIIMPOBAHHBIMH
MyTalUsIMM B T€HAX CHCTEMbl KOMIUIEMEHTA CIEAyeT Ha3bIBaTh NEPBUYHBIM (KIACCUUYECKUM)
al'VC. B Tex e ciyyasix, KOrja NaTOreHHbl€ WU BEPOATHO MAaTOT€HHbIE MYTallUM B T€HaX
KOMILJIEMEHTa OTCYTCTBYIOT, @ OOHAPYKEHBI JIUIIIh BAPUAHTHI TEHOB C HESICHBIM KIMHUYECKUM
3HAU€HHEM, HMX coueTaHue ¢ MHoxecTBeHHbIMU KAC, cinemgyromumu apyr 3a Opyrom B
KOPOTKOM MHTEpBaJi€ BPEMEHH, BbI3bIBAS KOMIUIEMEHTApPHBIN IITOPM, JAa€T OCHOBAHHUE

XapaKTepU30BaTh 3Ty CUTyalnto Kak BTopuuHbii al Y C.
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Kinunuko-nadoparopHasi xapakrepucTuka nanueHTok ¢ al'YC u apyrumm
¢popmamu TMA
Bce 204 nanuentku B rpymnmax «al'VCp», «cencuc+tTMA», «KADOCy, «I19+TMA»
UMeNnu TONHBIA cuMmnToMokomiuieke TMA (MAT'A, TpoMOOIIMTONEHHIO, OpPTraHHOE
nopaxkenue). Bo Bcex ciaydyasx ObUIM BBISIBICHBI KOPPEIALIMH, TOITBEPKIAIOIINE B3aUMOCBS3b
BBIPAKEHHOCTH MHKPOTPOMO0OOOpa30BaHUsl C pPa3BUTHEM T'eMOJU3a U TSHKECThIO HIIIEMUHU.

(Pucynok 12)

| 4 femorno6unxa I .

1 nar |

T 6unupybuna ]

Konunyecrso

TpomboymurToneHus -

Rs -0,41, p<0,0001 NopaMX™eHHbIX OpraHos

Pucynok 12 - B3auMocBsi3b nmoka3zaTeseil MUKpOAHTHOTIATHYECKON TeMOJIMTUYECKON aHEMHH
(remorno6una, JIII', 6unupyouHa), TPOMOOIIMTOIICHUH M KOJIMYECTBA TOPA’KEHHBIX OPTaHOB y
MaMeHTOK ¢ pa3nuyHbiMu popmamu TMA (n=204)

Huddepennmanbuas auarnoctuka al YC ¢ apyrumu dopmamu TMA mpencraBusier
co00i1 3HAUUTENbHbIE TPYIHOCTH M3-3a CXOJCTBA KIMHUKO-IA00PAaTOPHBIX MpOsABIEeHUN. B To
e BpeMs, MPOBEJCHHOE HAaMHU HCCIIEJIOBAHUE, BBISIBIIIO HEKOTOPbIE OCOOCHHOCTU TEUYCHHS
paznuusbix popma TMA.

I'pynmer «al'YC», «cencuc+tTMA» u «KADCy» ObuTH COMOCTAaBUMBI MEXAY COOOM 10
BBIPAKEHHOCTH KIIMHUKO-1a00paTopHbIX Npu3HakoB TMA: anemuu, TpoMOOLUMUTONEHUH U
YHCIly IOPaKEHHBIX OPTraHOB, HO 3HAYUMO Pa3JIMYaINCh IO BCEM 3TUM MOKA3aTENSIM € TPYHION
KoHTpois «II2+TMA». HecmoTpst Ha To, 4To Bce mauueHTku B rpynne «I[I9+TMA» umenu
AQHEMHUIO C MPU3HAKAMU I'eMOJIU3a, TPOMOOIMTONEHUIO U MOBBILIEHUE KpeaTUHMHA ChIBOPOTKH,
9TH TIOKa3aTeNd y HUX ObUIM 3HAYMTENBHO MEHEe BBIPAXKEHbI, 4eM B rpymmax TMA,

ACCOIMUPOBAHHBIX C OepeMeHHOCThIO. Tak, y MOJaBISIONIErO OOJBIIMHCTBA MAIIMEHTOK
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rpymmbsl «[I9+TMA» yposens JIJII' me mpesbmman 1000 EJl/n, a kpearmnumna —120-150

MKMOJIB/J1. (Pucynok 13)
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g 200
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:‘E} B St B E{ﬂ Sz _>—“ ‘E 100 N - (=]
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S0 —t— -
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T.\,'I.L\ Y l.'«ol":%-’? v TL.IA 1 MeansSD

Pucynok 13 - Knunuko-nmaboparopusie nokazarenn TMA y manuentok ¢ al'YC (n=85) u
apyrumu opmamu akymepckoir TMA (n=119)

[Ipu3Haku mopakeHUs MeveHU (MOBBINICHHE TICYCHOYHBIX TPaHCAMHHA3, OWJIMPYOHHA)
w/umn JKKT (uimemMuueckoe MOBPEKICHUE IOKEITYIOYHON JKele3bl, OCTPhIEe 3PO3UBHO—
S3BEHHBbIE TOPAXEHMs >KeNylKa W JBEHAAIATUIIEPCTHOM KHUIIKU, >KEIYJOYHO-KUIIEUHOE
KPOBOTCUCHHUE) H/WIH JIETKHX (OCTPBIA PECUPATOPHBIN JAUCTPECC-CUHIPOM, JBYCTOPOHHSIS
UHQWIbTpaLUs JIeTKUX, JABYCTOPOHHUH rTHapoTopakc u ap.) wumun IHC (Tsokenas
sHIe(aonaThs, KOMa, CYIOPOXHBIM CHHAPOM W Ap.), W/uiu cepana (ocTpas cepaedHas
HEIOCTaTOYHOCTD C JHJIaTallel MoJI0CTe!, OCTPhIi HHPAPKT MUOKap/a) W/UITH OpraHa 3peHUs
ObLTH BBISIBIICHBI Y OonbimuHCTBA (81 U3 85, 95,3%) manuentok ¢ al' YC u y Bcex ManMeHToK U3
rpymn «cerncuctTMA» 1 «KKADCy», npruém yacToTa UX BBISIBJICHHUS OblIa 3HAYMMO BBILIE, YEM

y nmauueHTok ¢ coueranueM 119 u TMA (p<0,0001) (Pucynox 14).
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%
» p<0,0001
91
90 p<0,0001
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0
nevueHb JIerKHe cepaue mHC KKT OpraH 3peHHst

ma[VC Ocencuc+tTMA ®BKAOC OIID+MATA+Tp-ieans
Pucynok 14 - YacroTa 3kcTpapeHalIbHbIX NOpaxkeHui y mauneHTok ¢ al' YC (n=85) u apyrumu
dbopmamu akymepckoit TMA (n=119)

V¥ nanuentok ¢ al'YC, cencucom u KA®C nonmopranHas HeJOCTATOYHOCTh IIPOTEKaia
TsDKETee, 4eM y nanueHTok ¢ 119, Bkimroyas B ce0s Oolibliiee YMCIIO MOpakeHHBIX opraHoB (Me
qHCIia MOPAKEHHBIX OpraHoB B rpymie «al'YCy» coctaBuna 4,0[3,0:4,0] vs 2,0[1,0;2,0] B rpynmie

«(II2+TMA», p<0,0001) (Pucynox 15).

%
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Al "TI+TMA" & "al YC" p<0,0001
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35 -
30 28
25 ZA ."al—‘ycfl
/ 21,5 21,5 "cemcuc+TMA"
18 17\ "KADC"
AN "TIDH+TMA"
1
9
2 2
= 00
3 4 5 6

KonnyecTBo MNOPA’KCHHbIX OPraHOB, 1
Pucynox 15 - Yucno nopaxkeHHbIX oprano y nauueHTtok ¢ al' YC u apyrumu popmamu TMA
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MoxHo mnpeanonaraTh, 4to y nauueHTok ¢ [I9 coyetanue Hapacrarolieil akTUBHOCTH
JIAT 6omee 1000-1500 EJI/n w/nnm kpeatnHuHa 607ee 150 MKMOJIB/T ¢ Ipr3HaKaMu IMOpaKeHUs
JIPYTHX OPTaHOB Y>K€ B IIEPBBIE CYTKH MOCJIE POIOPA3PEIIEHUSI CBUIETEIBCTBYET O BO3MOKHOMN
tpanchopmaruto [12 B al'YC.

B muddepennmansuoit nuarnoctuke cencuca ¢ al'YC u apyrumu dopmamun TMA
3HAUMMBbIE Pa3NUYMsl TMPOJAEMOHCTPUPOBANIM IIOKA3aTeNd apTEePUATbHOTO HAaBJICHUS, YHUCIA

JICWKOIIMTOB U ypoBHs pubpuHorena kposu (Pucynox 16,17)
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& alVC cemcuc+TMA KA®C I3+ s alyC cemcuctTMA KA®PC IS+
= TMA §ER R TMA . 55525,

mnmax 1 minmax

Pucynox 16 - [Iokazarenu CUCTONIMYECKOTO U AUACTOINYECKOTO ApTEPUAIBLHOTO JABICHUS Y
nanueHTok ¢ cerncucoM, al'YC u nqpyrumu popmamu TMA

= % — +
- | : T
o e | -
-« —
R o E I
S B T Em 2 = [Jq
x | S 1 '9' 1 | — S
= : ba. SIS0 - - !
al¥C cencuc+TMA KAPC II9+ | alVC cemcuctTMA KA®C I3+ |guser,
! TMA g% TMA 2gmen"**

Pucynok 17 - Meaunana uucia 1eHKOUUTOB U YPOBHSI (PUOPUHOTEHA y MAlIUEHTOK C CETICCOM,
al'YC u ngpyrumu ¢popmamu TMA

Takum oOpa3om, oOHapyxeHHE Yy OepeMeHHOW/POJMIBHUIBI JIEUKOIUTO3a C
HEUTPO(DUIBHBIM CIBUIOM M KOAryJioJOTMYECKUX HapylieHud TpeOyeT Oe30TiaraTelbHOro
UCKJTFOUEHUS CETICHCa M pAaCCMOTPEHHUS BOMIPOCa O Ha3HAYCHUH aHTHOAKTEepUaIbHON TepanuH.

JononHurteneHbl BkJIAan B pasButue TMA mnpu cerncuce, NOMUMO AKTHUBALMHU

KOMIUIEMEHTa, MOKET BHOCHUTH CHMXXEHUE AaKTUBHOCTH MeTamionporenHazsi ADAMTS-13,
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yCYryOJsionee  MUKPOIUPKYJISATOPHOE TpoMOooOpa3zoBaHWEe. Y  MAIMEHTOK  TPYIIIBI
«cencuc+TMA» nokazarenu aktuBHOCTH ADAMTS13 Obutn Hanbonee auskumu (47,0 [32,0;

72,50]), XOTs 1 6€3 CTATUCTUYECKH 3HAUUMBIX Pa3IU4MUid ¢ APYTUMH TPYIITIAMU.

B3anMocBs3b MeKAY KOJIMYECTBOM KOMILJIEMEHT-aKTHBHPYIOIIHMX COCTOSHMIA,
JIA0OPATOPHBIMHM U3MEHEHUSAMH U KIMHHUYECKMMH NPOSABJICHUSIMH Y NALMEHTOK ¢
al'YC

Anamn3 ponmu KAC B pasButum akymepckux gopm TMA moxasan, yTo y MalMEHTOK C
n3onupoBaHHbIM al'YC KOIMYeCTBO KOMIUIEMEHT-aKTHUBUPYIOIIUX COCTOSHHMM HE BIMSUIO Ha
TSKECTh T€UEHMs 3a00JIeBaHMsI, BBIPAKEHHOCTh IT'€MATOJIOTMYECKUX M OPraHHBIX HapyLICHUIN

(Pucynox 18).

Konnyectso
nopaeHHbIX
OpraHoB
J remornobuHa Rs=0,17; J Tpombouutos
— p=0,106 >
Y y ©
ﬁ’S:‘O"?I; ;;:\"'\\ - 1 9‘0 }1
Vogs Yo ot
Qoaneaso \N
KAC
. p= —__»137.
N0 Y )
4 nar N KpeaTWHMHa

Pucynok 18 - B3aumocss3p uncina KAC c nokazarensimu MAT'A, TpOMOOIIUTONIEHUH U
KOJIMYECTBA MOPaKEHHBIX opraHoB y naiueHTok ¢ al'YC (n=85)

Orto mnonareepxknaer TOoT (akTt, uro crpoBouupoBaHHas KAC runepaktuBauus
KOMIUIEMEHTA SIBJIIETCSA OCHOBHBIM IaTOI€HETHMUECKMM MexaHu3MoM pas3Butus al'VC,
NPEJICTAaBISAIOMEro coboi MNpOTOTUNHMYECKOe 3a00JIeBaHKME, OMOCPEIOBAHHOE MAaTOJOTUEn
komrieMeHTa. [Ipu al'YC nononautensapie KAC HeoOXoauMbl Juis nHuHanun TMA, Ho s
dbopmMupoBaHUs KIMHUYECKOTO (peHOTUIa 0O0JIE3HN X KOJUYECTBO M XapakTep, CKopee BCEero,
3HAYEHUS HE UMEIOT.

B To xe Bpems y manueHTOK ¢ Apyrumu Gopmamu TMA ObLTH BBISIBICHBI KOPPENIALIAN
mexay uucioM KAC u BBIp@XEHHOCTBIO TIeMOJIM3a, TPOMOOLMTONEHUH U OpraHHOU

HenoctarouHoctu (Pucynok 19).
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Konunyectso
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Pucynoxk 19 - Bzaunmocss3p uncna KAC ¢ mokazarensimu MAT'A, TpomOonuToneHnn u
KOJIMYECTBA MOPAXKEHHBIX OpraHoB y nanueHTok ¢ cerncucom, KAOC, II3/HELLP (n=119)

[TonydyeHHbIE pe3ynbTaThl AAOT OCHOBAaHWE NPEANOJArarb, YTO XOTS MHPHU CEICHCE,
KA®C, npesknaMIicui akTUBALIMsS KOMIUIEMEHTA HE SIBJIETCS BEAYIIUM MaTOr€HETUYECKUM
MEXaHU3MOM, aonogHuTeNnbHble KAC MOTyT BHECTH CBOM BKJIAJ B YCUIICHHE 3TOrO MTPOIECCa,
npuBOJIs K Oojee TsHKEIOMY IMOBPEXKICHUIO SHAOTEIUS M, KaK CIEJICTBUE, YCYryOJEHUIO

TSHKECTH 3a00JIEBaHUS.

IHopaxenne noyek y nanueHTok ¢ al'YC u apyrumu popmamu TMA

[Topaxxenne mnoyexk ormedasnoch y Bcex manueHTok ¢ TMA. B rpymmax «al'VYCy»,
«cericuctTMAY, «KADCy, «II2+TMA» B OGonbimHCTBE citydaeB HaOmonanoch OIII, y
NAalUMEHTOK C yMepeHHOH M Tsxkenod 1D, mopaxeHwe Mmoyek NPEUMYIIECTBEHHO ObLIO
IPEICTaBICHO MPOTEUHYPHUEN Pa3INYHON CTENEHU BBIPAKEHHOCTH.

Haubonee tspxenoe mopaxkenue nouek Habmronanock y manueHTok ¢ al YC. Bo Bcex
cnyyasx pasBuBanioch OIIIl ¢ moTpeGHOCTHIO B paHHEH 3aMECTUTEILHOM MTOYEUHON Teparmiuu
(B cpoku oT 1 10 5 cyTOoK OT nebroTa OoJie3HN) U HEOIArONPUSITHBIM MTOYEYHBIM TPOTHO30M -
TepMUHAJIbHAS TMOYEYHasi HEJOCTAaTOYHOCTh B MCXOJIe OCTporo smnuzona TMA, TpebOyromias
NPOJOJDKEHHS TUaIn3HON Tepanuu, chopmupoBanace y 12 u3 72 (16,7%) manmueHTok,

OCTABIIUXCS )KUBBIMU. Y CTOJIBKHX e MarreHTok pa3sunach XbII 3-4 ct. (Pucynoxk 20).
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Pucynok 20 — XapakrepucTrka 1 ucxoabl nopaxenus nouyek rnpu al'YC u apyrux dpopmax
TMA

B t0 e Bpems B rpynnax «KADCy (cpeau ocraBmuxcs B xKHUBbIX), «[I19+TMA», a Tak
K€ y BCEX MAIlMEHTOK C YMEPEHHOW M Tshxenou 11D, y KOTOpbhIX Hapsay ¢ IpOTEeHMHYpHUEH
OoTMEYaJloch M TOBBIIIEHHE KpeatuHUHa, B 100% cioyyaeB OBUIO OTMEYEHO MOJHOE
BOCCTAHOBJIEHUE (DYHKIIUU TIOYEK.

Mopdonoruueckas kKapTuHa TKaHU MOYKU (MOTYyYEHHOM Kak Mpu HEPpOOHOIICUH, TaK U
IpU ayTOINCHM) Yy MalMeHTOK Kak W3 rpynnbl «al'YCy», Tak u u3 rpynn «cerncuctTMA» u
«KADC» Obua npencrasneHa TMA (B pszie ciiy4aeB B COYETaHUU C OCTPBIM KOPTUKAIbHBIM
HEKPO30M).

CX0/ICTBO KIIMHUKO-THCTOJIOTMYECKOW KapTHUHBI TMOpPaKEHHsl TMOYeK IpHU Pa3IMUHBIX
dopmax akymepckoii TMA o00ycloBiaeHa JeKaled B OCHOBE BCEX OTHUX COCTOSHHM
nuchyHKIMEH SHI0TENHs, OJJHAKO MEHEe TSHKENIoe MopakKeHUE TTOYEK U 0oJiee 0aronpusTHBIN
MOYEYHBIA MPOrHO3 Y NmanueHToK ¢ [19 (B ToM yucie ¢ reMaroloru4ecKuMu HapyIIeHUsIMH),
NO-BUAMMOMY, OOYCIIOBJIEH MOTEHIIMAIBLHO OOpPaTHUMBIM SHAOTENNO30M, HAOIIOJaeMbIM, Kak
npaswio, npu I[12. Tlpu al'VC (xak mpu apyrux TMA) umeer Mecto Oosee TsKesaoe
MOBPEXKJICHUE, CBSI3aHHOE HE TOJBKO C OTEKOM DHIOTENHS, HO M THOENbI0 dHIOTEIHOIUTOB,

orojieHueM 0a3zabHONM MeMOpaHbl U BTOPUYHBIM TPOMOO30M.
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@DakTOpbI 0011Er0 U MOYEYHOI0 MPOrHo3a y nauneHTok ¢ al'yYC
AHanmu3 MUCX0J0B MOKa3all, YTO MaKCHUMAIbHBIA MPOIEHT JETaJbHBIX UCXOJOB OBLT B
rpynnax «cerncuctTMA» nu «kKADCy. Cpenun nauuentok ¢ al'YC ymepino 15% xenuun. B

rpymie «[19+TMA» ocTanuch kuBBI Bce narueHTku (Pucynok 21).
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Pucynok 21 — O6mast BepKkuBaeMocTh nanueHTok ¢ al' YC (n=85) u apyrumu popmamu
TMA («cencuctTMAY», «KKADCy, «[ID+TMA»)
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ANUTEeNbHOCTb aHypum -8- Cluster 2

Pucynoxk 22 — Knacrepusiit ananus. Pactnipenenenue no craauam AL, JIUTENbHOCTH aHYPHH U
CpOKaM Havajia Tepaluu dKyIu3yMadoM y MarueHTok ¢ akymepckum al'YC (n=52)

Cpenn manuentok ¢ al'YC OCHOBHBIMH (PakTOpamMH HEOIArompUsTHOTO MOYEHHOTO

NpOTHO3a MO pe3yjibTaTaM KiacTepHOro aHammsa Obumm Tspkenmas Al (p<0,0001), anypus,
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coxpansitoutasicss 6onee 7 aneit (p=0,0004), 1 mo3gHUI cTapT NATOT€HETUYECKOW TEparuu
skynuzymaoom (p=0,009) (Pucynok 22).

dakTopamMu HEOJIArONPUSTHOIO MPOTHO32a IO pe3yJbTaTaM KJIACTEPHOrO aHallh3a Cpeau
HE JICYCHHBIX IKyIn3ymadom mnanueHTok ¢ al'YC u cpeau manueHTOK ¢ APYruMu (GpopMaMu
TMA Obumn Bbicokue mnokazatenu JIJII, BbIpakeHHass TPOMOOIMTONICHUS U TsDKenas
MoJIMOpTraHHas HegocTaTouHoCTh (Tabmwmma 5).

Tabnuua 5 — Knacrepnsiii ananu3. Pacnpenenenue no ypossio JI/II', ynciny TpoMOOLUTOB 1
HOpa)KEHHBIX OPraHOB y HE JICYCHHBIX dKynnu3yMadbom nanuentok ¢ al'YC (n=29)

Kaacrep | 1 2 3
IMoka3aTean (n=4) (n=12) (n=13)
JIAL, EJ/m* 6778,0[5553,0; 2751,0[2320,0; 820,0[670,0; 1000,0]

8232,0] 3171,0] p1=0,0001 p>=0,0007

KomuuectBo 4 u3 4 (100) Suz 12 luz 13
ymepiux, N (%) p1=0,002

Kaacrep | 1 2 p
Iloka3arein (n=13) (n=16)
TpomOOIHTHI, 96,0[80,0; 100,0] 37,5[13,0; 52,0] <0,0001(MW)
x10%/m*
KomaudaectBo 2u3 13 (15,3) 8 u3 16 (50) 0,057 (Fisher exact p,
ymepmux, N (%) one-tailed)

Kaacrep | 1 2 p
Iloka3arein (n=18) (n=11)
Yucio 4,0[4,0; 5,0] 2,0[2,0; 3,0] <0,0001(MW)
MOpakEHHBIX
opranos, Me[Q1,
Q3]
KonnyectBo 10 u3 18 (55,6) Ous 11 (0) 0,003 (Fisher exact p,
ymepux, N (%) one-tailed)

Ilpumeuanue:1. *nokazaHvl MeOUaHvl U HUNCHULL U GEPXHUL KEAPMUIU, 2. 3HAYUMOCHb
PAsIuYULl Mexcoy 2pynnamu NoIyYeHa 8 pe3yibmame UCNONb308AHUs HenapamempuiecKko2o
kpumepus Manna-Yumuu u kpumepus moynou eepoamuocmu Duuiepa.

JIOTIONMHUTENBHBIM HEOJIaroNPUSATHBIM IPOTHOCTUYECKUM (PAKTOPOM y MAIMEHTOK C
akymepckuM al'YC okazaloch Takke MPHUCOSAWHEHHE M TeHepanu3anus HHpeknun. Tak,
couetanue nHpexunu ¢ TMA yBenuunBaino puck cMeptu B 2,5 paza (OLL [95%11] 2.516 [1.05;
6.02], p=0,038).

KomiuiemenT-0s10kupyomas repanus y nanueHTok ¢ al'YC u apyrumu ¢popmamun TMA
[TaToreneTnueckasi KOMILIEMEHT-OJIOKMPYIOIIas Tepamnus MpenaparoM 3Kyau3ymad B

uHAyKimoHHoM pexxume (900 mr BHyTpuBeHHO | pa3 B Hememnto B TeueHue 4 Hemenb, Ha S5-i
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Henene — 1200 mr 1 pa3 B Heziel0) ¢ MOCIEAYIOUUM MIEPEX0/I0M Ha MOACP>KUBAIOIIUN PEKUM
(1200 mr xaxaple 2 Hemenau) ObuTa HazHadeHa 56 u3 85 (65,8%) marmentkam ¢ al'YC u 17
nanuenTkaM c¢ apyrumu popmamu TMA (14 nmaumentkam B rpynme «cencuct+TMA», 2 — B
rpymmne «kKA®C» u 1 — B rpynme «[13+TMAy). ¥V namuentok ¢ npesxinamicucii, KAOC u
CEICHUCOM PKYIN3yMal Ha3HAvaJICA B T€X Cydasx, KOT/1a UCXOAHO ObLI OMIMOOYHO YCTaHOBIICH
muarno3 al'YC, uinu kKorja y maiueHTOK ¢ CENCUCOM, HECMOTPsl Ha KyIUpOBaHUE WH(EKIUH,
coxpassutich npuzHaku TMA, 4To no3BOJISLIO 0OCYKIaTh Y HUX pa3BuTHe BTopuuHoro ['YC.

[TatoreneTuyeckass Tepamus OJKYJIHM3yMaOOM  SBISJIaCh  OCHOBHBIM  (DAKTOPOM,
BIIUSIOIINM, KaK Ha TIOYCYHBIHN, TaK U Ha OOMIMA MporHo3 narueHTok ¢ al YC.

CBoeBpeMEHHOE HAa3HAYCHHUE KOMIUIEMEHT-OJIOKUPYIONIEH TEepamuu JKYJIHn3yMmadom
3HAYUMO YJIy4IlIajio OOIIYI0 BBDKUBAEMOCTh (BBDKWIO 94,6% TalMEHTOK, IMMOTy4YaBIINX
aKynu3ymao, vs 65,5%, ne nomydaBmux tepamnuto, p=0,0008), 6omee yem B 9 pa3 ymyumias

o0mwmii mporHo3 narueHTok ¢ al'yYC (OI [95%111] 9,298 [2,31; 37,43], p=0002 (Pucynox 23).
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(0] 10 20 30 40 50 60 70 80 90 100 110 ___ "Okynuaymas +"

OeHb cMepTun,n - "6e3 aKkynusymaba"
Pucynoxk 23 — O6uruit ncxon nanueHTok ¢ al'YC B 3aBUCHMOCTH OT TEpanuu
IKyIU3yMadoM (n=56)
Oxazanock, 4YTO HAMIYUIINE Pe3yJIbTaThl ObLIN MOTYYCHBI IPU paHHEM, HE To3aHee 1-2
HeJlelb, CTapTe MAaTOreHEeTUYECKOW Tepamuu. B ciyuyae Hawane Tepamuu JKylIn3ymaOoMm B

TEUCHHUE MEePBOM HEIeIn OT JAeOroTa 3a00seBaHus BekHBaeMoCcTh coctaBuiaa 100% (Pucynok

24).
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Pucynok 24 — O6muii McxoJ y NallMeHTOK, OIy4aBIIuX B Pa3Hble CPOKH OT 1e010Ta
3aboneBanus (n=56) 1 HE MOTYyYABIINX IKyIU3yMad (n=29)
Pannuii ctapt Tepanuu 3Kyau3ymMaOOM 3HA4YMMO YIydlladl M IOYEYHBIM MPOTHO3,
yBEJIMYMBas IIaHC Ha TOJIHOE BOCCTaHOBIEeHHE (GyHKIMHM Todek Oosiee uem B 10 pa3z (OLI
[95%U] 10,83 [2,04- 57,52], p = 0,005) (Pucynoxk 25).
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Pucynoxk 25 — [Toueunslii HCX0/1 Y BBDKUBIIMX MAIlMEHTOK, MOJIY4aBIIUX (B pa3HbIC CPOKH
ot aeGrora 3a6oneBanus) (N=53) u He noy4asmmx (N=19) skynmu3ymao.

CrnenyeT OTMETUTh, YTO HAJWYUE WM OTCYTCTBHE MATOTEHHBIX MYTallMi B TeHax
CHUCTEMbl KOMILJIEMEHTA HE€ BIIMSJIO HA MOYEYHBI OTBET HU Yy MAIUMEHTOK, MOJYYUBIIUX
skynu3zymad (p=0,404), Hu y manmeHToK Oe3 martoreHeTnueckou Tteparmuu (p=0,167). D10
MOATBEPKIAET BAXKHYIO POJIb B pa3BUTHH akyiepckoro al'yYC UMEHHO MOIIHOTO BO3ACHCTBUS

KAC, mHunuupyronmx HEyAepKUMYHK AaKTHUBAIMIO aJbTEPHATUBHOIO IYTH KOMIUIEMEHTA.
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Opnnako gnevicteBue KAC B akymepckodl mpakThke 10 OOJblIed 4YacTU  CIUIIKOM
KPaTKOBPEMEHHO Jisi e€ MOAJEp)KaHUd JaKe Yy JKEHIIUH C Je(PEKTOM TE€HOB CHCTEMbI
KOMIIJIEMEHTA.

HeobxonuMo mogyepkHyTh, UTO Pa3BUTHE CUCTEMHON MH(EKIUU MOXKET OTPaHUYUTH
npUMeHEeHHe 3Kyiu3ymaba. HecMoTpst Ha TO, YTO HpU CENCHCE HE BBI3BIBAET COMHEHHUS
BO3MOXXHOCTh ~ M30BITOYHOM  aKTHBAIlMM KOMIUIEMEHTa C  pa3BUTHEM KOMIUIEMEHT-
onocpeaoBaHHoO TMA, 0THO3HAYHOTO MHEHHS O BO3MOKHOCTH MCIIOJIb30BAHUS KOMIIEMEHT-
OJIOKMPYIOILIEH Tepaluu P CETICUCE Ha CETOIHALIHUMI J€Hb HET U3-3a PUCKA €r0 pEaKTUBALIIH.
AHanu3 pe3yJabTaTOB HAIIEr0 MCCICAOBAHMS IO HCIOJIB30BAHUIO JKylu3ymMaba B Tpymie
«cencuc+TMA» npoaeMOHCTPUPOBAT MAKCUMAJIbHBIM IPOLIEHT JIETAIBHOCTA y HNAIUEHTOK C
panauM («<l Hexenw») CTapTOM KOMIUIEMEHT-OnoKkupyomeir Tepanuu (PucyHok 26).
[TpyunHOl cMepTH BO BceX cCiyyasx cTana reHepanusauus uHpekuuu. B To ke Bpems y
MAIMEHTOK, KOTOPBIM JKyJIW3yMa0 Ha3HA4alCsd YKe TOCle YMEHbIICHUS/UCUE3HOBEHUS
NPU3HAKOB CUCTEMHOT0 BOCHAIMTEIBLHOTO OTBETA, MpuMepHOo uepe3 10-14 nuelt («2 Hegenny),
BCE MAalUMEHTKH BbDKUIU. C Opyroil CTOpOHBI, OTCPOYEHHOE Ha3HAUY€HHE SKylIuzymada mpu
mmrtensHo nepcuctupytonieit TMA u [TOH okazanocs manoshdexTuBHo.

Takum oOpa3zoMm, NpUHHMMAs pEHIeHHE O Ha3HAYEHUU KOMIUIEMEHT-OJOKUpYIoLEeH
tepanuu nanueHTkam ¢ al'YC, Heo0xoaumo yOeauTbes B OTCYTCTBUHM MH(EKIuu. B cioyuasx
cerncuca ¢ MaCCUBHBIM NMOTPEOICHHUEM KOMIIJIEMEHTa BCJIEACTBUE €r0 aKTUBAIMHM U Pa3BUTHEM
BTOPUYHON KOMIUIEeMEeHT-onocpeoBanHor TMA, Tepanus sxkynu3ymadbom, 6€3yCII0BHO, MOXKET
OBITh, PACCMOTPEHA, HO TOJIBKO IOCJI€ KYITUPOBaHUS HHPEKILIUU.
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Pucynoxk 26 — Ucxoxa marueHToK ¢ cerncucoMm ¢ TMA B 3aBUCHMOCTH OT CpOKa Havaja
Tepanuu DKyIn3ymabom
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IIpoxo/KUTEIbHOCTH TEPANMHU IKYJIN3YyMA00M Y BbIKUBIIUX NManueHTOK ¢ al'yYC

Cpenu Bcex 65 manueHToK, NOJYyYUBIINX NpenapaT (He3aBUCUMO OT JHAarHo3a), TOIbKO y
tpetu (21 u3 65, 32,3%) Tepanusi HMPOJOJDKACTCS MO HAcTosmiee BpeMs. Y 44 MalueHTOK
AKYIM3yMad ObLT OTMEHEH.

N3 53 BeokuBIIMX nanueHTok ¢ al 'Y C, noxydaBmmx 3Kynu3ymad, mpenapar ObL1 OTMEHEH
y 34 xeHuH. Hu B ogHOM ciyyae OTMEHa 3Kyjin3ymada HE CONPOBOKIAIOCH PELMIUBOM
TMA. Cpeanuii cpok HaOmoneHus 3a nanueHtkamu ¢ al'YC mocne oTMeHBI mpemnapara
coctaBun 14,05+ 11,6 mecsiues (Tabnuia 6).

OpuHHaauatu nanueHTkam w3 rpynnel «al'YC» u 4 mnanueHTKaM U3 TPYIIbI
«cencuc+tTMA» nepen OKOHYATENbHBIM pPEIIEHUEM 00 OTMEHE Tepanuu ObUIO BBIITOJIHEHO
TeHEeTUYECKOE UCCIIeIOBaHUE CUCTEMbI KoMIuleMeHTa. Y 5 nanueHTok ¢ al'YC OblIH BBISIBIEHBI
IIaTOT€HHBIE MYTAllMM, aCCOLMMpPOBaHHbIe ¢ pa3BuTueM al ' YC. B o1HOM cirydae reHeTH4ecKoe
UCCIIeZIOBaHUE, BBISIBUBIIIEE TATOTEHHYIO MYTAIlMI0 KOMIUIEMEHTA, ObLIO BBIIIOJIHEHO YK€ I10CIIe
OTMEHBI IIpenapaTa (Ha (oHE CTOMKON peMHCcCHH), a elle B | ciayyae y MalueHTKH ¢ MyTauuen
TPOMOOMOJYJIMHA 3KYIM3ymMad OblI OTMEHEH Yepe3 2 roja CTOMKON KIMHUKO-1a00paTOpHON
peMuccuu.

Tabnuua 31 — [Ipo1oKUTENBHOCTD TEPAUU SKYIM3yMaOOM y BBDKUBIINX ManueHTok ¢ al'yYC
u apyrumu popmamu TMA

Bce BepKUMBIIIHNE, IKYIHU3yMao [TpoaomKUTETHHOCTD TEPATUT
MOJTyYaBIITHE orMmeHeH, N (%) IKYJIU3yMaOOM
IKYIU3yMao, Toinbko JnurensHoCTh
n VHYKIIMOHHBIH KypC Kypca
n cpenHee n cpenHee
YHCII0 YHCIIO,
uHOyY3Ul MECSLBI
«l'VC» 53 34 (64,2) 12 22 14,05+
11,6
«cemncuc+ 9 7(77,8) 1 6 17,0+
TMA» 13,1
«KADCx» 2 2 (100) 2 3,0 - -
«12+TMA» 1 1 (100) 1 1,0 - -
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3akiroueHue

B pe3ynbTaTe NpoBEeI€HHOI0 UCCIEA0BaHUS yCTAHOBIICHBI IPeAUKTOPHI pa3Butusd al YC,
aCCOLIMMPOBAHHOTO C OEpPEMEHHOCTBIO M €€ OCJIOKHEHUSMH, BBISIBICHBl KIMHHUKO-
nabopaTtopHble 0COOEHHOCTH €ro TeYeHHs], BKIIIoUas MOpakKeHHUE MOYEK, a TaK e OMpPeIeIICHbI
(akTopbl IPOrpeccCUpoOBaHMsl 3a00JIEBAHUS U OCHOBHBIE MOAXOAbI K JICUEHHUIO.

Atummunbiin ['YC, kak oOIIENONySIMOHHBIM, TaK © acCCOIMUPOBAHHBIN C
OepeMEHHOCTBIO, SIBJISIETCA yIbTpapeakol, opdannoi naronsorueil. [lo pesynbraram Haiiero
UCCIIEIOBAaHUS B CTPYKTYpE pa3innuHbiXx GopM TMA, BcTpeuaromuxcs B akyIepcKoi MpakTUKe,
ero pons cocraBuna MeHee 0,5%. IlpoBeneHHoe wuccineqoBaHUE MPOJEMOHCTPUPOBAIIO
HEOJAHOPOAHOCTHh  akymepckoro al'YC, Bxirowaromero B ce0s KaKk TeHETHUYECKH
ornocpenoBaHHbIN, «kinaccuueckuit» al'YC, tak um «BropuuHblii» ['YC, He CBsS3aHHBIA C
KOHCTUTYLIHOHAJIBbHOMN AUCPETYISILUEN CUCTEMBI KOMIUIEMEHTA, HO COIIOCTABUMBIHN 110 TSDKECTH
U HeONMaronpusaTHOMY IPOTHO3Y ¢ «kiaccuueckum»al YC.

N3ydensl ¢pakTopsl, criocoOcTBYIOLIME pa3BuTHIO akymepckoro al'yYC — o pe3ynbratam
UCCJIEIOBAaHUSI, OCHOBHBIM TPHUITEPOM 3a00JIeBaHMs SBISIETCA HE cama OepeMEHHOCTb, Kak
CUHMTAJIOCh W3HAYAIbHO, a MMEHHO OCJIOXXHEHHUsI OepeMEHHOCTH, POJIOB U TMOCIEPOJOBOIO
nepuoja, NpeACTaBIIAIONINE COO0N KOMIIJIEMEHT-AKTUBUPYIOIINE COCTOSIHUA. 3HAUUMas poJib B
pazButun al'VYC oTBeneHa «3aTAHYBILIEWCS» MPEIKIAMIICUU, KOTOpas, IOMNOJHUTEIbHO U
IIPOJIOJKUTENIBHO aKTUBUPYSI CUCTEMY KOMIUIEMEHTA, yBeauuuBas puck passurus al YC B 2,5
paza (p=0,03)

Jia al'YC, accouMMpoBaHHOTO € OEpEMEHHOCTbIO, MPOJIEMOHCTPUPOBAHO KpaiiHe
TSXKEJN0e TEUCHHUE C BBIPAKEHHBIM MHKPOAHTHOMATUYECKUM IE€MOJIM30M, TPOMOOIMTONIEHUEH,
OCTPBIM TMOBPEKICHUEM IOYEK, TPeOyIOIUM Hauyana 3aMeCTHTEIbHONW MOYeUHOW Tepamuu y
MOJIaBJISAOIIErO OOJIBIIMHCTBA NAI[UEHTOK, PA3BUTHEM MOJIHMOPIaHHON HEJAOCTATOUYHOCTH OoJiee
yeM B 90% ciydaes.

[Ipu 3TOM HaIMYMe/OTCYTCTBME NATOTEHHBIX MYTAIIMH B FT€éHAaX KOMILJIEMEHTA HE BIUSIIO
Ha TSDKECTh TEUEHHs M MPOTHO3 3aboieBaHusd. B To ke Bpemsi y MaluMeHTOK C MaTOTeHHBIMU
MYTalUSIMH B CUCTEME KOMIUIEMEHTa Ha0JI01alioch 0oJiee TAKEN0e TeUeHUE MPEeIKIaMIICUU C
PaHHUM HayajoM M Pa3BUTUEM OCIIOKHEHHUM — NPEXKIAECBPEMEHHON OTCIOMKM IUIALEHTHI U

AHTEHATAJILHOM MO 110/1a.
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B oTcyrcTBHE maTOreHeTHYeCKoM Tepanuu cpeau BbDKUBIIMX 19 u3 29 mauueHtok y 4
pa3Buiach (21%) TepMuHaIbHas MOYEYHAs HEJOCTAaTOUYHOCTh YK€ B MCXOJI€ NEPBOTO 3U30/1a
octpoit TMA.

[IpogemoHCcTpupoBaHa  3(PQPEKTUBHOCTE  KOMIUIEMEHT-OJOKHMpYIOIIEH  Tepanmuu
AKYJIN3yMa0OM, 3HAUUMO YIy4YIIMBIIEH MPOrHO3 nanueHTok ¢ akymepckum al'YC, (p=0,0004).
[Tpu 3TOM panHee, He 03/1Hee 2-X HeJlelb, Hayajlo Tepany 3KyIn3yMadoM, yBEIMUMBaEeT IaHC
Ha MOJIHOE BOCCTaHOBIIeHHE QpyHKIUU noyek B 10,83 paza (p = 0,005).

Kpome Toro, pe3ynbTaThl HallEro UCCIEIOBAaHUS CBUAETEILCTBYIOT O BO3MOKHOCTH U
11€J1IeCO00Pa3HOCTH OTMEHBI KOMIUIEMEHT-0JI0KUPYIOLEH Tepanuy y NalUeHTOK ¢ aKyIIepCKUM
al'YC B cinydae JOCTHKEHUSI yCTOWYNBOW PEMUCCHH TIPH TIIATEIIBHOM MOHUTOPUHI€ KIMHUKO-
1a00paTOPHBIX MMOKA3aTENEH.

B 10 e Bpemsi BBISIBIIEHO OTpaHUYEHUE JJIsl PAHHETO CTapTa KOMILJIEMEHT-0JIOKUpYIoILen
Tepanuu. Hamuune ocTporo MH(EKIMOHHOrO IMpolecca Aake y MalUeHTOK C BEeAyIMMHU B
KIIMHUYECKOW KapTuHe cuMmnroMamMu TMA [ODKHO paccMaTpuBaThCsl Kak aOCOJIIOTHOE
NPOTUBONOKA3aHWE K HA3HAUCHMIO SKYJIM3ymMada u3-3a BBICOKOTO pPHCKA TIe€HEpaTu3aluu
UHPEKIUN ¥ MUKPOLMPKYJISATOPHBIX HAapyLIEHUH, YrpoXarollUX >KU3HM MAalUeHTKH. bbuio
MOKa3aHO, YTO NpU paHHEM (B TEUeHUE NEepBOM Henmenu OT jAelroTa 3aboneBaHUs, NpU
COXpaHSIOLICHCS aKTUBHOCTH MH(EKIMOHHOTO IMpoliecca) Hayaue JICUeHUs SKYJIH3ymMaOoM
IIPOLICHT JIETAJIbHOCTU cocTaBui 66%.

[TpogeMoHCTpUpOBaHa 3HAYMMOCTh B MPOBEACHUU AU(DPPepeHINaTbHON TUarHOCTUKU
al'YC ¢ apyrumu ¢popmamu akymepckoit TMA (B nepByto ouepensp, ¢ 113, cencucom, KADC)
HEKOTOPBIX TOCTYIHBIX KIMHUKO-TA00paTOpHBIX Moka3zarenei. Tak, noBeimenue yposus JII
6onee 1000-1500 EJl/n w/unm kpearnnuHa 6omnee 150 mxmounb/n y mamueHTok ¢ 1D yxe B
nepBble CYTKM TMOCJE€ pPOJOpa3pelieHs] MOXKET JaBaTb OCHOBaHUE Mperojararhb
tpancpopmaruio [I1D B al'YC. BrisiBieHHe NPU3HAKOB OCTPOTO BOCHAIMTEIHLHOTO OTBETA
(HeiTpopuIIbHBIA JEHKOLUTO3, MOBBINIIEHUE 3HaUYeHHM C-peakTUBHOTO Oelika, MpecerncuHa,
NPOKAJIBIIMTOHUHA U JIP.), KOaryaonatuu (TunopuépruHOreHeMIH B COUETaHUH C TOBBIIIICHUEM
D-numepa), ykazaHue Ha TEPEHECEHHYIO BO BpeMs OEpeMEHHOCTH WH(MEKIHI0 (B TEPBYIO
ouepeib, MHPEKIMIO MOUEBbIX MyTel), CBUJETENbCTBYET O Pa3BUTHH cercuca. B To e Bpems
HAJIMYHE Y MAIIUEHTKH OTATOIICHHOTO aKyIIepCKOT0 aHaMHe3a/TpoM003a B aHaMHE3€, 0COOEHHO
B couetanuu ¢ Tsoxenoi [IOH, Ho 6e3/nmpu He3HAYNTENBHOM MOBBILIEHUU KPEaTUHUHA, TpeOyeT

nckinroueHuss KADC.
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BbIBO/1bI

1. V 6onpubix ¢ akymepckuM al 'Y C B 100% ciydaeB BBISBISIOTCS OCI0KHEHUs OEpEMEHHOCTH,
POZIOB U TOCIIEPOJIOBOTO IMEPHO/Ia, MPEACTABISIONINE COO0M TOMOTHUTEIbHbIE KOMIUIEMEHT-
AKTUBUPYIOIINE COCTOSIHUSI U SIBJISIFOIIUECS OCHOBHBIMU TPUTTEPaMH, HEOOXOJUMBIMH IS
peamuzanmu TMA. VY GompmmacTBa nanueHToK ¢ al' YC (62 u3 85, 72,9%) nabmromaercs
coueranue 3 u 6onee KAC. Han6onee yacteiMu KAC sBsI0TCS ONIEpaTUBHOE pOAOpa3peLICHNE
(78,8%), mnpesknamncus (74,1%) u xpoBoreuenue (71,7%). BbIpakeHHOCTh KIMHHUKO-
naboparopusix nposiBiieHuid TMA He xoppenupyet ¢ konnyecTBoM KAC — oTCyTCTBYET CBA3b
gucia KAC ¢ BelpaxenHocTeio remonu3a (Rs=0,10; p=0,337), Kko1u4ecTBOM U TKECTHIO
nopax&uupix opranoB (Rs=0,17; p=0,106), B Tom uncie nouek (Rs=0,11; p=0,307).

2. Y MalueHTOK ¢ yCTaHOBJCHHBIM jauarHo3om I[1D mponoHrupoBanne OEpeMEHHOCTH Ooljiee
4yeM Ha 2 HeJienu noBbImiaet puck pa3sutus al YC B 2,5 paza (O [95% 1] 2,51 [1,073-5,673],
p = 0,034). CBoeBpeMeHHO HayaTas npoduiiakTrka [I9 acnupuHCcoaepKallMMU MpenapaTamMmu
yMEHbIIaeT pUCK pa3BuTusd He Toibko [19, Ho u al'YC noutu Ha 90% (OLI [95%1M1] 0,117
[0.032; 0.433], p=0,001].

3. Y 100% mnaunuentok c¢ akymepckuM al'VC pasuBaercs OIIIl ¢ morpedbHOCTHIO B
remoauanuse B 87% ciydaeB ¥ HEOIATONMPUSATHBIM OYEYHBIM MPOTHO30M: Y 21% BBDKHBIIMX
B OTCYTCTBHE TATOTCHETHYECKON Tepamuu oTMedaeTcss (GopMHUpOBaHHE TEPMUHAILHON
MOYEYHOU HEeA0CTaTOUHOCTH, ¥ 26% - XBII 3-4 ct. K HebnaronpusTHeiM (pakTopam moueqHOro
NPOrHO3a MO JaHHBIM KJIacTepHOro aHanu3a oTHocAtca Tsxenas Al (p<0,0001), anypus,
coxpansitoniasicss 6onee 7 mueir (p=0,0004), u mo3gHumii crapt (> 3 Hemenb OT nebioTa
3aboneBanus) Tepanuu dkynnzymadoom (p=0,009).

4. Y naumeHtok ¢ akymepckuM al'YC  nOpoucXOOWUT — paHHAS ~— IeHepaau3alus
MHUKpPOAHTMONaTUYECKOro mpouecca ¢ (popMUpPOBaHUEM MOJMOPTaHHOM HEJOCTATOYHOCTH C
nopaxxenrem, nomumo nouek, [IHC (55,3%), neuenu (81,2%), nerkux (72,9%) c noTpeOHOCTHIO
B BEHTWISIIIMOHHOW mojiiepxkke y 52% maruenTtok, cepana (24,7%). JleranbHOCTh COCTaBIAET
15,3%.

5. [IporHocTuyeckn HEOMATONMPUATHBIMUA  (PAKTOpPAMH, BIHSIONIMMH Ha OOIUN HCXO0.
naiueHTok ¢ al'YC B OTCyTCTBHE aHTHUKOMIUIEMEHTapHOM Tepanmuu MO pe3ysibTataM
KJIACTEPHOT0 aHanu3a ABIAOTCS noBbimenue aktuBHoctu JIIIT 601ee 2000 EZI/JT (p=0,002),

cHkeHue yrcna TpomoboruToB MeHee 50x10°/n (p=0,057) u nonuopranHas HEIOCTATOYHOCTh
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(p=0,003). HomonHuTenbHbIM (PAKTOPOM HEOJIATOMPUSITHOTO MPOTHO3a SIBISETCS CHUCTEMHAs
uH(pEKIMsI, pa3BUTHE KOTOPOU MOBBIIIAET PUCK cMepTH B 2,5 paza (OL [95%/U] 2.516 [1.05;
6.02], p=0,038).

6. EnMHCTBEeHHBIM OJIaronpuATHBIM (GAKTOPOM, OTPEEISIONIMM OOIIHUM U MOYEUHBIN MPOTHO3,
SABJISIETCS. KOMIUIEMEHT-OJIOKHPYIOIIasi Tepamusi MpernapaToM SKyau3ymald, yBeIWYMBaroIas
1aHc O6JaronpusiTHOro ucxosa st Matepu B 9 pasz (OLL [95%111] 9,298 [2,31; 37,43], p=0002.
Pannee, He mo3aHee 2-X HEENb, HAYAIO0 TEPATUU YBEIMUUBAET IIAHC MOJTHOTO BOCCTAHOBJICHUS
¢yukmuu nouek B 10 pas (OLI [95%/]1] 10,83 [2,04- 57,52], p = 0,005).

7. beictpoe kynupoBaHue nposBieHni TMA npu cBOeBpeMEHHO HayaTON MaTOTeHETHYECKON
TEepanmuu SKyIn3ymMaboM J[JaeT OCHOBaHUE [IJIl MPEKPAIICHUs] JICUCHHs, HE3aBUCHUMO OT
MPOJIOJKUTENIBHOCTH MPOBEAEHHOTO Kypca. M3 53 BepkuBmIMX mnanueHTok ¢ al'yYC,
NOJIyYaBIIMX D3KyJIu3ymad, mpenapar Obul OTMEHEH y 34, 4yTo HM B OJHOM Cllydae He
conpoBoXaanoch peuuauBoM TMA nipu cpenHeM cpoke Habmoaenus 14,05+ 11,6 mecsies.

8. [laToreHHpie MyTallMM B T€HAX CHUCTEMBbI KOMIUIEMEHTA BBIABISIOTCA y S0% MaIMeHToK ¢
akymepckuMm al'YC. Hanuuue maToreHHbpIX MyTaldid HE BIMSET HA TSKECTh TEYEHHUs, OTBET HA
MaTOTeHeTHYECKyI0 Tepamnuio U nporHo3 al' YC. B To xe BpeMs ManueHTKaM C MaTOreHHbIMU

MyTaIUsIMH B CUCTEME KOMILIEMEHTa TpeOyeTcst 6oJiee TUTENHHOE JIEUEHNE IKYITU3YMaOOM.

NPAKTUYECKHUE PEKOMEHJAIINN
1. V naumentok c mpeanosaraeMbiM auarHo3oM «lIpeskmammcusiy B TuiaH oOciieJOBaHUS
HE0OXO0AMMO BKIIIOUHTH 00s3aTellbHOE HcchenoBanne aktuBHoctu JIJIIT m ompenencHue
HIM30LMTOB JUISl UCKITFOUEHUSI BO3MOYKHOTO MUKPOAHTMOMIATUYECKOT0 FeMOJIN3a.
2. [TanmeHTKaM C yCTaHOBJIEHHBIM JUArHO30M MPE3KIaMIICHU, OCOOEHHO pa3BMBILEHCS Mocie
>34 Henenu OEpEeMEHHOCTH, HE CJIeAYyeT POJIOHTUPOBATH OEPEMEHHOCTD B CBSI3U C 2-KPATHBIM
NOBBILLIEHUEM pUcKa TpaHchopmanuu npedkiaamncuu B al'YC.
3. Y mnanueHTOK ¢ YCTAaHOBJICHHBIM JUArHO30M TMPE3KJIAMIICUM YXYIIIEHUE KIMHUKO-
1a00paTOPHBIX MOKa3aTesel B T€UeHHUE 72 4acoB MOCJIE POJIOB C MOBbIIeHUEeM akTUBHOCTH JIJII
ceeie 1000-1500 EJl/n, ypoBHst kpeatnnuHa 6osnee 150 MKMOIIB/J1, pa3BUTHEM TOJTHOPTaHHOTO
nopaxeHusi, Tpedyet uckitouenus auaruosa al YC.
4. KoHcraTanusi Hajauuus y  pOAMJIBHULIBI  cUMOTOMOKOMIUiekca TMA — tpebyer

g depeHmanbHoi quarnoctuky ¢ cencucom u KADC.
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5. dna muarHoctukn KA®C y nanmentku ¢ akymepckod TMA B muaH o0OcienoBaHus
HEO0OXOJIMMO BKJIFOYATh HCCIIEIOBaHHWE BCEX TPEX KIAcCOB aHTHU(HOCHOIUMUIHBIX aHTUTEI
(aHTHUTEN K KapANOIUNUHY, OeTa-2-TTUKONPOTEHHY-2, BOJTYaHOYHOTO aHTHKOATYJISTHTA).
6. Kimnauko-1abopaTopHBIMU MapKepaMy CUCTEMHON HH(PEKIUU Y TAITUEHTOK C TOCIEPOAOBON
TMA cnenyer cuuTaTh HEUTPOPUIBHBIN JTEHUKOLMTO3, MOBBIIEHNE 3HaUeHUs1 C-peakTUBHOIO
Oenka W APYTrUX OCTPOBOCIHAIUTENbHBIX IMOKa3aTenel (MpecencuHa Wid MPOKaJTbIUTOHUHA),
IPU3HAKOB KOAryynonatuu (runopuOpMHOTEHEMHUS B COUETAHUU C MOBBILIEHHEM D-aumepa) u
apTepUaIbHOW TMIIOTOHHH.
7. Bepudukanus nuarnosa al' YC tpebyer He3aMeUIUTEIBHOTO (B TEUEHHE 2 HEJENb) Havaja
NAaTOTEHETUYECKOW KOMIUIEMEHT-OJIOKMPYIOUIEH Tepanuu, KoTopas MO3BOJSIET HE TOJIBKO
COXPaHUTh KU3Hb MAIIMEHTKE, HO U IOOUTHCS TIOJTHOTO €€ BBI3IOPOBIICHUS.
8. ¥V mammentok c akymepckod TMA, B ciydae NOATBEpKACHHUS IUarHo3a Cercuca,
KOMIUIEMEHT-0JIOKHPYIOLIYIO TEparuio CIeayeT OTCPOYHMTHh JI0 TOJABIEHUS MPU3HAKOB
uH(pEKIuu.
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CIIUCOK COKPAILIEHUH 1 YCJOBHBIX OBO3HAYEHUI

Al' — aprepuanbHas rUnepTOHUs

al'YC — aTUnuyHbIi T€MOJIUTHUKO-
YPEMHUUECKUN CUHIIPOM

a-al'VC — akyuepckuii aTHIUYHBIN
TE€MOJINTHUKO-YPEMUUYECKUI CUHAPOM

AJl — apTepuaibHOE 1aBJICHHE

AKJI — anTHTENa K KapIUOJIUIIUHY

AJIT — ananuHamuHOTpaHcpepasa

AH® — anTunykaeapHbIid GakTop

AIIK — anbTepHaTUBHBIN NyTh KOMIUIEMEHTA
ACT — acnapratamuHoTpaHcepasa
aTMA — akymepckast TpoMOOTHYeCKast
MUKPOAHTHONATHUS

ADA — anTHOCPOTUNTUIHBIE AHTUTENA
ADC — anTudochonunuIHbIN CUHIPOM
AUYTB — akTUBUPOBAHHOE YaCTUYHOE
TPOMOOIIACTUHOBOE BPEMSI

BMK — 6a3anpHas memOpaHa KIIyOO4YKOB
BO3 (BcemupHast opranuzanus
31paBOOXPAHEHMUS)

I'/1 - remonnanus

I'Kb — ropojckas kinHU4ecKas 00JIbHUIA
I'TI — roukonpoTenH

I'VC —reMOoauTuKO-ypeMru4ecKuii CHHIPOM
A/l — nuactonmyeckoe apTepuaibHOE
JaBJICHUE

JABC-cunapom — CUHAPOM
JMCCEMUHUPOBAHHOTO BHYTPHUCOCYAUCTOTO
CBEPTHIBAHUSA

KKT — keny104YHO-KUIIEYHBIN TPAKT
3PI1 — 3agepskka pocra miaoaa

NBJI — uckyccTBEeHHAs: BEHTUIISLIMS JIETKUX
KAC — KkOMILJIEMEHT — aKTUBUPYIOIITHE
COCTOSIHUS

KA®C — karactpoduueckuit
aHTU(POCPOTUIUAHBIA CUHAPOM

KIIK — knaccuueckuii myTh KOMIUIEMEHTA
CK® — ckopocTb Ki1y00uKOBOM
bunbTpanun

TMA — tpomboTHyeckas
MUKPOAHTHONATHUS

TIIH — TepMuHanbHas nmoyeyHas
HEJIOCTaTOYHOCTh

TTII — TpomOoTHYECKas
TPOMOOIMTOIIEHNYECKAs ypIypa

JIAI' — nakrataeruaporeHasa

JITIK — JIeKTUHOBBIN MyTh KOMILJIEMEHTA
JITIC - nunononucaxapui

MAI'A — MuUKpOaHruonaTuyeckas
TeMOJINTHYECKAsl aHEMUS

MAK — MmeMOpaHO-aTaKyrOIUH KOMILIEKC
MKB — mexnyHapoaHas Kiaccupukanus
Oone3nein

MHO — mexayHapogHoe
HOPMAJIN30BAaHHOE OTHOILIEHHE

MPT — marauTHO-pe30HAHCHAs Tepanus
MCKT — mynpTUCTipaibHas
KOMIIBIOTEpHAst TOMOrpadus

HMI" — Hu3koMoneKynsipHbIe renapuHbI
OIIII — ocTpoe noBpeEXICHHUE OYEK
OPJIC — ocTpsblii peciupaTOpHBIN AUCTPECC
CUHIPOM

Ol — oTHOLIEHNE IAHCOB

[TADC — nepBUYHBIN
aHTU()OCHOTUTIHIHBIN CHHIPOM

[1B — npotpomOHUHOBOE BpeMs

[T® — npoaykTel nerpaganuu hpudpuHa
I[IOH — nonnopranHas HEIOCTATOYHOCTh
I[ITU — npoTpoMOMHOBBIM HHIEKC

[10 - nnazmoo6meH

[1Y — nporeunypus

[19 — npesknamrcus

PKW — pannomusupoBaHHOE
KOHTPOJUPYEMOE HCCIIEJOBaHHE

C3 — C3 — KOMIOHEHT KOMILJIEMEHTA
CAJl — cHuCTOIMYECKOE apTepUaIbHOE
JIaBJICHUE

C3II — cBexe3aMopoxKEeHHas M1a3ma
CKB — cucrteMHast kpacHasi BOJT4aHKa
CKp — CBIBOpPOTOUYHBIN KPEATUHUH
HELLP-cunapomM— (anrin. — Hemolysis,
Elevated Liver Enzymes, Low Platelet
Count)

MCP — MmeMOpaHHbI# KO(aKTOPHBIN
MIPOTENH

PIGF — mmanieHTapHsIii (hakTop pocTta
(aurn. — Placental Growth Factor)
PLASMIC — mkana nins ctpatuduxanuu
pHCKa BEPOSITHOCTH TSKEJIOTO eduiuTa
aktuBHocTH ADAMTS-13 <10%
(TpOMOOLUTHI, TU3UC, AKTUBHOE



TOJIA — TpomMO0IMO0IHS JIETOUHOU
apTepuu

Y31 — ynbpTpa3BykoBas gorieporpadus
VY31 — ynbTpa3ByKOBOE UCCIIEIOBAHUE
OI'bY— denepanbHOE rocyaapcTBEHHOE
OIOKETHOE YUpPEKICHHE

®HO — dakTop HEKpO3a OMyXOIH

XBII — xponuueckast 00J1€3Hb OYEK
IHHC — uenTpanbHas HEPBHAS CUCTEMA
[® — menounas ¢pocdoTaza

9K — sHIoOTENMMAIBHBIE KIETKHA
ADAMTS13 — A DisintegrinAnd
Metalloprotease with ThromboSpondin 13
CFB — ¢akrop B (anra. — factor B)

CFH — ¢akrop H (auru. — factor H)

CFI — daxrop I (auri. — factor 1)

CFD — daxrop D (anrn. — factor D)

DAF - ¢akrop yckopeHus pacnaja
komIuteMeHTa (aHri - decay accelerating
factor)

IL —wunTepneiikun (anri. —interleukin)
FDA — YnpasieHue 1o KOHTPOJIIO KayecTBa
MUIIEBBIX TPOAYKTOB U JIEKAPCTBEHHBIX
cpencts (anri. - Food and Drug
Administration

HB — remorio6un (anria. —hemoglobin)
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37I0Ka4eCTBEHHOE HOBOOOPA30BaHUE,
TPaAHCIUIAHTAIUS COTUIHBIX OPTAaHOB WIIH
CTBOJIOBBIX KJIIETOK, CpEIHUI 00bEM KIIETOK
(MCV), MexxayHapoJHOE HOPMAJIM30BAaHHOE
otHomenue (MHO), kpeatunun). (anr:i. -
platelet, lysis markers, active malignancy, no
solid organ or stem cell transplantation,
mean cell volume (MCV), international
normalized ratio (INR) and creatinine )
SFIt-1—pactBopumas fms-mogo06Has
tTupo3uHKKHHa3a- 1 (anri. — Soluble fms-like
tyrosine kinase-1)

SVEGFR-1 — pacTBOpUMBIii perienTop
SHIOTENHAIIBHOTO (haKTopa pocTa cocynoB-1
(anri. - soluble vascular endothelial growth
factor receptor 1)

SEng — pacTBOpUMBI YHAOTIIMH (aHTI. —
soluble endoglin),

STEC-I'YC — THIHYHBINA TEMOJIMTHKO-
yPEMUYECKUN CUHIPOM

TGF — Tpancopmupyromuii pakTop pocra
THBD — tpom6oMoyinH

VEGF — daxkrtop pocTa sHA0TENHS COCYA0B
(anra. — vascular endothelial growth factor )
VWEF — daktop dhon Bunedpanga (anrm —
von Willebrand Factor)



