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AHHOTauus

ATUMUYHBIA FEMOAMTUKO-Ypemmuueckni crHapom (alYC) — xpoHuueckoe cuctemHoe 3aboAeBaHWe reHeTUHECKOM MPUPOAbI, B OCHOBE
KOTOPOTO AKUT HEKOHTPOAMPYEMAst aKTUBALIMS AALTEPHATUBHOIO MYTH KOMMAEMEHTA, BEAYLLAS K FeHepaAr30BaHHOMY TPOMO006pa3oBaHMIo
B COCYAQX MMKPOLIMPKYASITOPHOTO pycAa (KOMMAEMEHT-0MocpeAoBaHHas TpPoMOOTHYecKasi MUKpoaHruonatusl). Ha CeroaHsiHmi AeHb
Hanboaee a(pheKTUBHBIM 1 NaTOreHeTUHeCK 0O0CHOBAHHBIM METOAOM AeueHst GOoAbHBIX al' YC sBAsieTCst Tepanust npenapaTom sKyAnsymao.
Ha npumepe Tpex KAMHMYECKMX CAy4aeB MAUMEHTOB C BepUUUMPOBAHHLIM AMarHo3oM alYC NpoAeMOHCTPUPOBAHbI BbICOKast
2(ppeKTMBHOCTb 1 Ge30MacHOCTb MEPBOro B MUpe GuoaHaArora skyAMsyMaba B AeHeHUM B3POCAbIX naumeHToB ¢ al'YC (KOMNAemeHT-
OMOCPEAOBAHHOMN TPOMOOTUHECKOM MUKPOAHTrMonaTue).
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The experience of using the Russian biosimilar of the original drug eculizumab
for the treatment of patients with atypical hemolytic-uremic syndrome
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Atypical hemolytic-uremic syndrome (aHUS) is a chronic systemic disease of a genetic nature, which is based on uncontrolled activation
of the alternative complement pathway, leading to generalized thrombosis in the vessels of the microvasculature (complement-mediated
thrombotic microangiopathy). To date, therapy with eculizumab is the most effective and pathogenetically substantiated method of treating
patients with ASH. Using the example of three clinical cases of patients with a verified diagnosis of aHUS, the high efficiency and safety of
the world's first bioanalogue of eculizumab in the treatment of adult patients with aHUS (complement-mediated thrombotic microangiopathy)
was demonstrated.
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al'yY'C — aTUNUYHBIIl FeMOJMTHUKO-YPEMUYECKUI CUHAPOM

AJl — apTepHanbHOE [JaBleHne

AJIT — anannHamMuHOTpaHcepasza

ACT - acnapraTamuHoTpaHcgepasza

ADC — anTUDOCHOMMNUIHBII CUHPOM

B/B — BHYTPMBEHHBII

KA®C — karactpoduuecknit anTOChHONMNMUHBIN CUHIPOM
JIAT — nakraTaeruporeHasa

CKB - cucremHast KpacHast BOJTYaHKa

TMA — TpoMGOTHYECKasi MUKPOAHTHOTIATHUS

TTII — TpomMGoTHYECKast TPOMOOLMTONIEHNYECKast MMypIypa
ADAMTS-13 (a disintegrin and metalloprotease with thrombospon-
din-1-like domains, member 13) — Merasionporeasa, npuHajyIexa-
1jast CeMEeNCTBY NMenTuaasHbix 6enkoB ADAM

CFH - reH cakTopa komniemenra H

Ig — nmMyHOTrIOGY TMH

STEC-I'YC — reMoJIMTHKO-yPEMUUYECKHUI CUHIPOM, OMOCPEI0BAHHBbII
unekuueit Escherichia coli

BBeaeHue

ATUNUYHBIA FeMOIUTUKO-ypemudyeckuil cuapoM (al'yYC) —

Mast aKTUBALWS] AbTEPHATUBHOTO Iy T KOMIIEMEHTA, Be/TyLIast
K reHepan30BaHHOMY TPOMOOOOPA30BAHUIO B COCYAaX MUKPO-
LMPKYJISITOPHOTO pyciia (KOMIUIEMEHT-0MOCPE/IOBAHHAS TPOM-

XPOHUYECKOE CUCTEMHOE 3a00J1eBaHUE MIPEUMYIIECTBEHHO reHe-  6oTudeckast Mukpoanruonatus — TMA) [1]. Ipegnonaraercs,
TUYECKOU TPUPOJIbI, B OCHOBE KOTOPOT'O JIESKUT HEKOHTPOJIMpYe-  YTO umeroluecs y naumenTos ¢ al'Y C myTauuu B reHax, KO-
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ATUNNYHbIH I‘E’MO/\I/iTI/iKO—ypE'MI/I’-IE'CKI/IMv CHHAPOM

pytoumx perynsitopuble 6enku: CFH — reH ¢akTopa Komrie-
menta H, CFI —ren ¢aktopa kommiemenTta [, MCP — meMOpan-
HbIi1 KO(aKTOPHbIA 6e510K, THBD — TpoMOOMOJlyJINH, — IPUBO-
AST K HApYUIEHUIO 3allUThl SHAOTEJIMATbHBIX KJIETOK OT
aKTUBALMM CUCTEMbl KOMIIJIEMEHTA BCIIE/ICTBUE JIe(PUIMATA WU
yaiile, (pyHKIMOHATBLHBIX HAPYIIEHWI TaHHBIX MTPOTENHOB [2, 3].
B pesysbrare 3TOro Ha MOBEPXHOCTU KJIETOK SHOTENUS yCHU-
JIMBaeTcs 06pa3oBaHie MEMOPAHOATAKYIOLIMX KOMIUIEKCOB, BbI-
3bIBAOLLEE MX MOBPEXKJIEHNE C OOHA’KEHUEM CYO3H0TeInallb-
HOTO  MaTpuKca, TpaHcgopMaluein aTpoMOOTHIECKOTo
¢eHoTHNA B NPOTPOMOOTUYECKHUI 1 TOCIIEAYIOIIUM 00pa3oBa-
HK1EeM TpoMOOB [4]. [lonosHUTeIbHBII BKJIaJ] B POLiEcC TPOMOO-
00pa30oBaHusl y MAMEHTOB ¢ MyTauusamu rena CFH MoKeT BHO-
CUTb TaKXe aKTUBALMUsl KOMIJIEMEHTa Ha MOBEPXHOCTHU
TPOMOOLIMTOB, MPUBOJISLIAS K YCUJICHUIO UX (DYHKUMOHATIBHOM
akTuBHOCTH [5]. [IpenmyiiecTBeHHOE MOpaXkKeHue Movyek Nnpu
al'YC, mo-BuiuMomy, 06yCIIOBIIEHO OCOOEHHON YyBCTBUTEIb-
HOCTbIO (DEHECTPUPOBAHHOI'O IJIOMEPYJISIPHOTO H0TENHS K MO-
BPEKJICHNIO, 00YCJIOBICHHOMY HApyILICHHOH peryJisiumeil KoM-
mieMenTa [6]. Y nmamuentoB ¢ al'YC HaubGoJsiee 4acTo (0OKOJIO
30% cnyuae) ooHapy>kuBatoT MyTauuu rea CFH [7, 8]. K Ha-
CTOSIIIEMY BpeMeH! MpieHTuuumpoBanbl 6osee 100 myTaumit
rena CFH y pieteii u B3pocabix nagueHToB ¢ al'YC, npuyeM He
TOJIBKO HACJIEICTBEHHBIX , HO 1 criopajueckux [9]. Okono 10%
60mbHBIX al'Y C (B 6OJBIIMHCTBE CBOEM — IETH) UMEIOT MY TaLN
B rene, kopgupytoem MCP [10]. ITpumepHo y 10% nauuenToB
BbISIBISIIOT MyTaumu reHa CFI [11]. MyTaunu rena THBD ort-
meyatotest y 3—5% naumenTos [12]. Kpome Toro, y He6obIoro
YyKcia MAlMEeHTOB OMKMCaHbl MyTalUu reHa pakTopa KoMiIuie-
meHTa B (1-4% nauuentoB) u C3 KOMIOHEHTAa KOMIIJIEMEHTA
(2-10% naumeHToB), MPUBOJSALLME K UX U30bITOYHON aKTUBALH.
Oxkogo 12% naupentoB ¢ al'yY C umeror MyTanuu iByX u 6ornee
IeHOB CHUCTEeMbI KoMIiemenTa [13].

s pazsutus al'yY C HeoOXoiMMO B3aUMOJIefiCTBIE FeHeTH-
YECKMX aHOMAJINII B CUCTEME KOMITIEMEHTA ¢ (DaKTOpamMy BHELI-
Hell cpefibl, KOTOPbIE UTPAIOT POJIb TPUTTEPOB, TPOBOLMPYIOLINX
JIOTIOJIHUTEINIbHYO aKTUBALMIO KOMIIEMEHTA Y Mpejpacnosio-
KeHHbIX Jui 14, 15].

Knumunueckast kaptuna al'Y C xapakrepusyeTcs 3HaUnTelb-
HBIM ToIMMopdu3MoM cumnToMoB [15]. B 6onbimHcTBE ciy-
YaeB NopakeHne No4yeK MaHU(EeCTUPYeT C OCTPOro NOBpPexK/e-
HUSI TIOYEK C HaJMuueM ojuro/anypuu uiu 6e3 Hee [7]. Ilpu
COXPAHEHHOM JI1ype3e OTMeYaeTcsl MPOTEUHYpusl, UHOTJIA Mac-
CHUBHasl, BIUIOTH JIO Pa3BUTHUSI HE()POTUYECKOTO CUH/POMA, OCO-
OGEHHO TpM MOCTENEHHOM pa3BUTUM 3a0oJseBaHus [6, 16]. Bos-
MOKHO TosiBJieHHe rematypuu [16]. Crienyer OTMeTHTb, 4TO Tpr
al'YC ocTpoe moBpekjieHre Moyek MOXKeT He ObITh NMepBbIM
nposiBieHreM 6one3nu. [TpumepHo 17% nanpeHToB feMOHCTPU-
PYIOT JIMLIb MOYEBOI1 CUHJIPOM 6€3 HapyLleH!sl (DYHKLMN MOYeK.
3aboeBaHue MOXET TaKxKe [eOHTHPOBATb U30JIMPOBAHHON
MPOTEUHYPHEH C MPU3HAKAMU HAYAJIbHOW XPOHNYECKON G0sIe3HN
nouex [6, 16]. AprepuanbHasi TMIIEpTeH3UsT pa3BUBAETCS Y O0Ib-
IIMHCTBA NMAIMEHTOB HE3aBUCUMO OT BO3PACTa — BCJIC/ICTBUE Te-
perpy3ku 00beMOM NpU HAJIMYMK OJIUTO/aHYPUM W/UIA TUNeEp-
PEHUHEMUH BCIIE[ICTBUE MILIEMUM TKAHU MOYeK, 00YyCIIOBIEHHON
TMA. I'enepanu3zoBannbiii xapaktep TMA npu al'Y C 06ycnoB-
JIMBAET Pa3BUTUE 3KCTPAPCHAJIbHBIX MPU3HAKOB OOJIE3HU, CBSI-
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3aHHBIX C TIOPAXKEHUEM MUKPOLMPKYJISITOPHOTO pyClia pa3iny-
HBIX OPTaHOB M CUCTEM, B TOM YHCJIe TOJIOBHOTO MO3ra, Cepya,
JIETKUX , KeNyI0YHO-KHMIIEYHOro TpakTa [6, 16]. Buenoueunble
nposiieHus 3ab6oneBanus Habmonatotcs y 20% naiuueHToB, U3
KOTOPBIX MOUYTH 2/3 nMerT 60siee OJHOr0 IKCTPapeHATLHOTO
npusHaka [6, 15, 16].

unaruo3 al'YC — aTo nuarno3 uckirouenus [15]. On ycra-
HABJIMBAETCS HA OCHOBAHMM XapPAKTEPHOIN KIIMHUYECKOW Kap-
TUHBI 1 JIOJIKEH ObITh MOITBEP3K/ICH J1a00PaTOPHBIMU IAHHBIMU,
uckmovaroummu apyrue TMA [6, 15, 17]. B cBsi3u ¢ Tem, uro
Bce TMA He3aBUCHMO OT MX MATOreHe3a UMEIOT CXOJIHbIE KJIU-
HHMKO-J1A00paTOPHbIE MPOSIBIEHUS U OOLLYO I'MCTOJOIMYECKYO0
KapTHHY , YpE3BBIYANHO BasKHOM NpeficTaBsieTcs uddepeHuy-
aJIbHAsl AMArHOCTHKA MEX/y OCHOBHBIMU (DOPMaMy TIEPBUYHON
TMA — TpomM60THYECKOI1 TPOMOOIUTONEHNIECKON MypITypoit
(TTII), STEC-T'YC u aI'YC [17]. ¥ B3pocibIX NalEeHTOB C
TMA HeoOGX0IMMO TaK3Ke UCKITIOUYNATH 3HAUNTEILHOE YHCIIO 3a-
GOJIEBaHUI 1 COCTOSIHMI, NPU KOTOPBIX BO3MOXHO Pa3BUTHE
BTOopuuHbIX TMA, B epByIo ouepeb CBSI3aHHbIX C OepeMeH-
HOCTBIO M POJIJaMU, CUCTEMHBIMU 3200JIeBaHUSMH (CHUCTEMHast
KpacHast Boiuanka — CKB, aHTudochonmnuiHblii CUHIPOM —
A®DC, ckieponepMusi), 3II0KaYeCTBEHHbIMU HOBOOOpa30OBa-
Husimu, BUY-undekuueii, cencrucom, 310Ka4eCTBEHHON apTe-
pHabHOM rMNepTeH3Uel, ieKapcTBeHHo! Tepanueit, [IBC-cun-
JAPOMOM (CHHIPOMOM JINCCEMUHUPOBAHHOTO BHY TPHCOCY/IUCTOTO
cBepThiBaHus). Takum o6pa3zom, quarHoctuka al'yY C ocyiecTs-
nsercs B ABa atana. Ha I aTane Heo6XoaMmMo yCTaHOBUTH HAJH-
yne TMA, Ha II — nposectu nudpepeHunanbHy o IMarHoCTUKY
MexK1y nepBuuHbIMU 1 BTopuuHbiIMA TMA 1 nepBuunbix TMA
(TTII, STEC-T'YC u al'YC) mesxny coboti [6, 17]. [11s1 uckaro-
yenust TTII Bcem 60abHbIM ¢ TMA Heo6xoaumo omnpesieneHue
akTuBHOCTH ADAMTS-13 (a disintegrin and metalloprotease
with thrombospondin-1-like domains, member 13) — meTano-
NpoTeasbl, MPUHAIEXKAILEH CEMENCTBY NMENTH/IA3HbIX OEIKOB
ADAM, 6uonoruueckast pojib KOTOPbIX 3aKJIFOYaeTCsl B Ierpa-
JAlMK 3KCTPALEIUTFONISIPHOTO IOMEHA TPAHCMEMOPAHHBIX OEJIKOB.
Y nampenToB ¢ al'YC aktnBHOCTE ADAMTS-13 MOKeT ObITh
CHITKEHa, OTHAKO ee MoKa3aTeb Beerna npesbimaeT 10% [6, 18].
Uckmouenne STEC-I'YC u TTII y naipenTa ¢ He BbI3bIBaroLIEn
comuenmnit TMA no3pousier auarsoctuposath al Y C. I'enernye-
CKO€ MCCJIE/IOBAHNE HE SIBIISIETCS] HEOOXOMMbIM J|Isl YCTaHOBIIE-
st quarno3a al'YC u He urpaeT posm npu BbIOOpe TaKTUKU
neuenns [6]. OqHako reHeTUUECKOe MCCIIEIOBaHNE HEOOXOJMMO
IS OTIPEJIesIeHNs] MPOTHO3a TPAHCIUIAHTALMN MOYKH, €CJIM OHA
TUTaHUpYeTCst, TpH ceMelHbIx hopmax al'yY C u penprBax 3a60-
neBanus [6, 15]. [Iporuos npu al'Y C kpaiiHe He6IaronpusTHbIN,
C BbICOKMM PUCKOM JIETATLHOIO UCXOf[a, Y OOJIbIIMHCTBA Maly-
€HTOB BHE 3aBUCHMOCTH OT XapaKTepa NePBUYHBIX KIMHUYECKUX
NPOSIBIICHMI GOJIE3HN PA3BUBAIOTCS TEPMUHAIILHAS TIOUESYHAsT He-
JAOCTAaTOYHOCTDb U pelyuBbl 6ose3Hn [19].

Jlo nocnefiHero BpeMeHu TpaHcgy31st CBEXKe3aMOPOSKEHHOM
IJ1a3Mbl PacCMaTpUBAIaCh B KauecTse Tepanuu 1-i muHun al'y C
[6, 20]. B koHme XX B. IOCTUTHYT 3HAYUTENBHBIN MPOTPECC B
noHrnManum narocguzuosnoruu al'Y C u ero geueHnu ¢ oMOIIbIO
NaTOreHeTUYECKON Tepanuu. B pesyibTaTe Havyajgach paspa-
60TKa JIEKAPCTBEHHBIX MPENapaToB, O3BOJISAIOLIMX TepPaNeBTH-
YECKM BO3JICHICTBOBATh Ha cucteMy KomisieMeHnTa. C BBefieHreM
B TEpaneBTUYECKYIO MPAKTUKY 3Kyan3ymada B 2011 r. Hauanach
HOBasi opa B JieueHun nauueHTos ¢ al' YC [21]. KomnuemeHT-
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10.B. Aaspuiuesa n coasT.

GJIOKMPYIOLIMI TTpenapaT 3KyJIu3yMao sIBIISIeTCSl PEKOMOMHAHT-
HbIM I'YMaHU3MPOBAHHBIM MOHOKJIOHAJIbHBIM aHTUTEJIOM, KOTO-
pblit cBsizbIBaeTCs ¢ 6eakoM C5 KoMMJIeMeHTa YesloBeKa U Mo-
[aB/IsIeT AKTUBALUIO KOMILUIEMEHT-ONOCPEOBAHHOIO JIM3KCa
kJ1eToK [22]. OpuruHaNbHBIN Mpenapar 3Kyam3ymMada mokas3ant
CBOIO BBICOKYI0 ahhexTBHOCTD B Jeuenuu al Y C kak y fereid,
TaK U y B3POCIBIX B BUJIE JOCTUXKEHUS] T€MATOJIOTMUECKOi pe-
MUCCHUHM, YITyUILICHUs, & B Psifie CIIy4aeB U MOJHOr0 BOCCTAHOB-
nenust (pyHKImy nouex [23-25]. Bricokast croumMocTs npenapara
3HAYNTENILHO OrPaHMYMBaJIA IMPOKOE UCMOJIb30BAHNE IAHHOTO
npenapara B KJIMHUYECKOH NMPAKTHKE ISl BCEX HYKIAIOIIMXCS
nayguenToB ¢ al'YC. B Poccun pa3pa6oTaH nepsblil B MUpe 610-
aHamor akym3ymada (Dmuzapus®, AO «CEHEPUYM»), nust
KOTOPOT'O MOATBEP>K/IEHbI CBOMICTBA OMOAHANIOra B CPABHEHNU C
OPUTMHAJIbHBIM TIPENapaToM B XOJe JOKJIMHUUECKUX U KIIMHU-
YECKHX UCCJIEIOBAHUI B COOTBETCTBUM C MEXK/IYHAPOJIHBIMU pe-
TYJISITOpHBIMU TpeGoBanusiMu [26, 27]. Baenpenne B KimHUYe-
CKYIO0 TMpaKTUKy MNEepBOro OMOAHAJIOIMYHOrO Tpenapara
9KYJM3yMal MPUBEJIO K CHUXKEHHUIO CTOMMOCTH JleueHust Ha 25%
Y MIO3BOJIMJIO Yallle MCTIOJIb30BATh €r0 B JICUSHNM BCEX HYXK/at0-
muxcs naguenTos ¢ al YC [28, 29].

B naHHO¥I cTaThe npefcTaBieHbl KIMHUYECKUe HAOIOIeHNs,
HATJISITHO JIGMOHCTPUPYIOLIME OMBIT YCNEUIHOO MPUMEHEHUS
poccuiickoro 6uoaHanora sKyJnau3ymada B JIEYEHUH B3POCIbIX
nmanuenTos ¢ al'YC.

Lenby knuHMuYeckoro HaOIOEHUS: OUEHUTH 3(PPEeKTUB-
HOCTb 1 6€30MaCHOCTb NEPBOr0 POCCUIICKOr0 3KYJM3yMada st
neyeHust 60onbHBIX al'YC B3pociioro Bo3pacta B KOHKPETHBIX
KJIMHUYECKUX CUTYaLMsIX.

KAMHMuyeckne HabAIOACHMS

IMaumenTka 1, 1985 ropa poskyienusi, B aHaMHe3e JIUTEIb-
HOE TeueHNe apTepuaIbHON runepTen3uu, ¢ ocenn 2018 r. He-
KOHTPOJIMPYEMOE TeUeHNe C NOBbIILICHNEM LGP apTepUATLHOTO
nasnenust (A1) mo 200/110 MM pr. cT. Ha (POHE MOCTOSTHHOM
MHOTOKOMIIOHEHTHOH runoten3usHoii Tepanuu. 05.01.2019 nu-
arHOCTUPOBAHA OCTpasi PecnupaTopHasi BUPYCHasl MH(eKLus
(tbeOpunbHast IMXOPajIKa, 0 MOBOAY KOTOPOI MOjTyyasa aHTu-
GakTepuasbHYyIO Tepanuio). B nanbHeiiem ycyryoieHme cumi-
ToMaTuKu: cTorikoe nosbimenne AJl no 220/120 mm pT. CT., He-
CMOTpS1 Ha NMPOBOJMMYIO MMIOTEH3UBHYIO TE€PAINIO, OSIBICHUS
TOLLIHOTBI, PBOTHI, CAMMETPHUYHBIX OTEKOB HUXKHIX KOHEUHOCTEN
10 BEpXHEil TpeTu roJjieHeil. B cBSA3M C TSKECTBIO COCTOSTHUS
18.01.2019 rocnuran3upoBaHa B CTalMOHAp, Ijie Ipu Jadopa-
TOPHOM OOCJIeJTOBAaHNY BBISIBIEHO: acrapTaTaMUHOTpaHCchepasa
(ACT) - 38 En/n, anannnamunoTpancepasa (AJIT) — 47 Ep/n,
KpPEaTUHUH ChIBOPOTKM KPOBU — 1159 MKMOJIb/J1, JTaKTaTAErUA-
porenaza (JIIAI') — 455 En/n, B 0611ieM aHami3e MOUM: MUKPOTe-
MaTypusi, IPOTeUHypus 1o 1 /11, HoKa3aTes CUCTEMbI KOMILIe-
menta: C3 — 091 r/a, C4 — 0,41 r/n. TakKe B KJIMHUYECKOM
aHaJM3e KPOBU BbISIBJICHA AHEMUS! TSIXKEJION CTENEeHU TKECTH
(remorno6uH — 55 r/i), tpomGouuronenus 1o 102x10%/1, o6pa-
11a7I0 Ha ce6s1 BHMMaHue Hammire mu30uuToB. BBuy nporpec-
cupytollero Hapactanust yposHst azotemun 20.01.2019 nauaro
JIeueHue ¢ MpUMEHEeHNeM OCTporo remoauanuia. Ha ocHoBanum
KJIMHUKO-J1a00paTOpHOI KapTuHbI 3anofo3peHa TMA, B cBsizu
C yeM NMpoBoAMiIach A depeHunanbHas JUarHoCTUKa MEXK/y
TTII, xatacTporueckum aHTUDOCHOIUNUAHBIM CUHAPOMOM
(KA®C), aI'YC, STEC-TYC u A®PC. BbisiBneH ypoBeHb
ADAMTS-13 — 93%, 9TO NOJHOCTBLIO MCKJIIOYAJIO JUAarHo3
TTII. Ha ocHOBaHUM JJaHHBIX aHAMHE3a, KIMHUKO-J1a60paTop-
Horo ooOcnepoBaHust Bepucuuupoan al'YC. B cBs3u ¢ T4-
SKECTBIO COCTOSIHUS TI0CTIe PEfIBAPUTEIIBbHON BAKIIMHALMK TPO-
TUB MEHMHTOKOKKOBOH, TeMO(UIbHON M MHEBMOKOKKOBOW
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nHpexuyn 22.02.2019 npuHATO pelieHne 0 MHALMALUK aTore-
HETUYECKOH Tepanuu C MOMOLLbIO Ha3HAUYeHUs1 3KYJIM3ymMada B
no3e 900 Mr BHYTpUBEHHO (B/B) KamejbHO 1 pa3 B Heelo B
Teyenne 4 Hey|. B janbHeiieM npojgosrkeHa nojiepyKuBaroiast
Tepanusi B mo3e 1200 mr B/B 1 pa3 B 2 Hen. Uepes 2 mec
(22.04.2019) nocne Hauana Tepanuu 3KyIu3yMaboM OTMevallach
CTOIIKasl TIOJIOXKUTENbHAS IMHaMKKa (puc. 1, cM. Ha LBETHOM
BKJIEHKe) B BUJIE CHIDKEHUSI KPEATUHUHA CBIBOPOTKU KPOBU 10
168 MKMOIIB/J1, HOpMATM3alMy KOHLIEHTPAIY TeMOTJIoOorHa 10
124 r/n, TpomGoruToB 10 256X 10°/11, TakKe oTMeYanach HOp-
manuzauusi AJIT, ACT B kpoBu, koHuentpauust JIII' cocras-
nsina 246 Ep/n.

IMaumenTtka 2, 1993 roga poxeHusi, 13 aHaMHe3a U3BECTHO,
yto ¢ 15.02.2019 nosiBunuck abpoMuHaIbHBIE 60, MHOTOKPAT-
HbIA KUK cTyJ1, cy6dedpunutet, ¢ 19.02.2019 — cummeTpuy-
Hble OTEKU HUXKHUX KOHeuHocTell, aHypus. 21.02.2019 B Tsixe-
JIOM COCTOSIHUM OCTIUTAIIM3MPOBAHA B OT/EJIEHUE PEeaHUMAalnH,
Mpu MocTymJeHnn B nadoparopubix anamzax: ACT — 87 Ep/n,
AJIT — 171 En/n, KpeaTUHUH CBIBOPOTKY KPOBU — 576 MKMOIB/JI,
JIOT — 1385 Ep/n, B o011eM aHanu3e MOUM: MUKPOreMaTypus,
NMpoTenHypusi 10 1 1/, B KIMHMYECKOM aHaJ3e KPOBU: I'eMOo-
rio6un — 74 1/1, TpoMGomThl — 23%10%/71, eMHIIHBIE T30~
UTHI, psiMasi npoda Kym6ca orpuatensHast, IpoKaibUMTOHH
6oniee 0,61 vr/mu, [THP-guarHocTKa 0cTpoii KUIIeYHO! MH(EK-
un — otpunatensHas. C yyeToM ypoBHSI Q30TeMHUM HavyaTa 3a-
MECTUTEJIbHASI MOYEeYHasl Tepanusi OcTpbIM remMouanu3oM. Ha
OCHOBAHUM KJIMHUKO-JIa00PaTOPHOI KapTWHBI 3anojlo3peHa
TMA. ITpoBogunack auddepeHLanbHas JUarHoCTUKa Bapy-
anta TMA (HELLP-cunpmpoMm, al'YC, TTII, A®C/KADC,
CKB). [Tonyuennnie na6opatopusie ganubie (ADAMTS-13 —
49.,5%) nozsonumu uckmountsb TTII, HOpMasbHBIN YPOBEHb
ADC-anruren nozoania uckmounts APC/KAPC. Ha ocHoBa-
HHH TOJTyYEHHBIX KIIMHUKO-JIA00PATOPHBIX IaHHBIX BepUHLu-
posan al Y C. Knunnuecku nMesio MecTo HapylleH!ue CO3HaHMsI,
BbI3BAHHOE OTEKOM TOJIOBHOTO MO3ra, B CBSI3M C YeM C
27.02.2019 no 02.03.2019 Haxopunack Ha UCKYCCTBEHHO! BEH-
TUASUMU  J1erkux. [IpoBoguiMch ceaHchl MIa3MOOOMeHa.
28.02.2019 B cBsI3U C MOTYYEHHbIM HECTOMKUM KJIMHUKO-11a00-
PaTOPHBIM OTBETOM, BEICOKMM PUCKOM JIETAJIbHOCTH MPU T'eHe-
pamu3auuu al'Y C npuHSTO pellieHne o0 Havyajle MaToreHeTuye-
CKOI1 Tepanuu aKyam3ymadoMm B jozuposke 900 Mr B/B KanesibHO
1 pa3 B Hepemo B TeueHue 4 He. B manbHeiiemM npofosrkeHa
nojyiepKuBaroias repanus B joze 1200 mr B/B 1 pa3 B 2 Hep.
ITpoBeniena BakIMHAIMSI MPOTUB MEHUHIOKOKKOBOI MH(EKLHN.
06.03.2019 B cBsI31 CO CHUXKEHHEM YPOBHSI a30TEMUU TpeKpa-
11IeHa Tepanusi ocTpbiM remoaranzom. Yepes 3 mec (17.05.2019)
oCJIe Havyasia Tepanum aKyJIn3yMaboM OTMEYauCh CTOMKast 1Mo-
JIOKUTEJbHAS TMHAMUKA (PUC. 2, CM. HA IIBETHOW BKJIEHKeE) B
BUJIE CHUKEHNSI KPEATUHUHA CHIBOPOTKY KPOBHU 10 77 MKMOJIIB/JI,
HOpMaJM3aluK KOHUEHTpauuu remorio6una o 130 r/n, Tpom-
GouuroB 10 209x10%1, a Takxke Hopmanuzauusi AJIT, ACT B
kpoBu, KoHueHTpauys JIAI cocrasnsna 148 En/n. BoimonHeHo
TeHEeTUYeCcKoe 00CIIe/JOBaHNe — TATOr€HHbIX TEHOB HE BBISIBJICHO.

IMaumentka 3, 1987 ropa poxnaenusi, 23.09.2019 nocrynuna
B PI'BY «HMMUL um. B.A. AnmazoBa» ¢ qarHo3oM Harpasiie-
HUSE: TsDKedast npeakiiamncyst. [IpeskieBpeMeHHast OTCIIoKa HOp-
MAaJIbHO PACIOJIOXKEHHON MIaleHThI. [IopojioBoe KpoBOTEUeHHE.
TMA? HELLP-cunppom? AI'YC? TTIT? KA®C? Rh-uzoummy-
HU3auys ¢ TUTpoM antuten 1:1024. Anemust 1erkoii CTeneHu Tsi-
skectu. CoCTOsIHME TIOCIIe JIAMapOTOMUM, KecapeBa CeYeHHs B
HIDKHEM CerMEHTe MaTKH, IPEHUPOBAHNS OPIOIIHOM MOJIOCTH 1
MOIANIOHEBPOTUYECKOr0 MPOCTpaHCTBa. MIHTpaonepauyoHHas pe-
uH(py3us ayrospurpouutos. I'emorpancdysusi. [Ipu nocrymnne-
HuK oT™Meyana nosbienue uudp AL go 180/100 mm pT. CT., 2mu-
30/Ibl TOLIHOTHI, aHYPHUIO, B JabopaTtopHbix aHamm3ax: ACT —
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65 En/n, AJIT — 14 Ep/n, KpeaTUHUH CbIBOPOTKU KPOBU —
266 mxmons/m, JIAT — 966 Ep/n, CPB — 41 mr/a, B o61ieM aHa-
JIM3€ MOUYM: MUKpOTreMaTypust, npoTenHypusi 1o 1,6 r/71, B KIIMHKU-
YECKOM aHAJIM3€ KPOBU: FeMOrJIO0UH — 79 r/i1, TpOMOOLUTBI —
77x10°/1, eqMHUYHBbIC IM30LMTHI, CyTOYHAs TMOTEpsi Oesika
3,2 1/24 4. B oTAeneHnn 0TMeUanoch AalibHEIee Porpeccupo-
BaHKE aHEMUH, TPOMOOLIMTONEHNHN, HApacTaHne a30TeMuu (Kpea-
THUHUH CIBOPOTKM KPoBH 10 300 MKMOJIB/IT, MOUYEBHHA KPOBH JIO
30 mmons/m), moBbiireHue JIIT mo 1281 En/n, MapkepoB cuctem-
HOTO BOCHAJICHUs], MAPKEPOB MUOKAP/MAILHOTO TIOBPEX/EHMS,
pabpgomuonu3a. Ha ocHoBaHNM KITMHUKO-71a00PaTOPHBIX JAHHbBIX
CKJIJIbIBAJIOCH BIEYATIICHUE O PA3BUTUM TPOMOOTUYECKON MUK-
poanruonaruu. [Tpopoaunacs qudpepeHumanbHast JUarHocTuka
BapuanTa TMA (HELLP-cunnpom, al'YC, TTII, AGC/KAPC,
CKB). C y4yeToM nosijieHns1 aHypUM ¥ HapacTaHKsl yPOBHsI a30-
TEMUH BBITOIHSINCH reMoinacuibTpanms Ne3, ceaHchl m1a3Mo-
obmeHa. HecMoTpst Ha MPOBOIMMYIO 3aMECTUTEINTLHYIO MOYEUHYHO
TEpaINIO, TEPANIO MIa3MOOOMEHOM, Y MALMEHTKH MPOrpeccu-
POBaIM NPU3HAKM MOJMOPTraHHON HEJJOCTATOYHOCTH (TOYeUHast
HEJI0CTaTOYHOCTb, /IbIXaTeNIbHAsl HEIOCTATOYHOCTD, BOBJIEUEHHE
B MATOJIOTMYECKUiA npouiecc MUokapsa). C y4eToM OTCYTCTBUS
MOJIOXKUTENIBHOIN KIIMHUKO-/1a00paTOPHOI IMHAMUKU Ha (poHe
NPOBOJMMON MHTEHCUBHOM Tepanuu B MOCIEPOOBOM NEpHOJIEe
HELLP-cunapom uckimoueH. [TosyyeHHble 1aGopaTopHble aH-
Hble no3Bomi uckiarounTb TTIT (ADAMTS-13 — 69%), a
Takxke BTOpUuHbIi APC/KADPC Ha OCHOBAaHMM HOPMAJIbHBIX
3HaueHnilt APC-anTuTen. Y MauyMeHTKN MMeNCh NOBbILICHHbIE
3HAUYEHMST MApKepOB CHCTEMHOI'O BOCHAJEHMs (JEHKOUMUTHI
13,6x10°m), CPB 128 wr/i, NpOKaJbLUTOHUHOBBIL TECT
2,080 nr/min. CormnacHo pemienuto koncummyma ot 07.10.2019
ycraHosiieH inarto3: TMA. al'YC. C yyeToM TsKeCTH CoCTOs-
HMS TAUMEHTKY MPUHSTO PelIeHre O Havasle Tepanuu ¢ UCIob-
30BaHreM 3KyJm3ymMaba (1o KI3HEHHBIM TIOKa3aHsIM) Ha (hoHe
aHTUOAKTepUATIHLHON TEpanuy IMPOKOro CIEKTpa AEWCTBUS.
[penBapuTebHO BINOIHEHb! BAKIIMHALMN TPOTHB MEHUHIOKOK-
KOBOI1, reMO(hUJILHOM U MHEBMOKOKKOBOM MHpekuu. 08.10.2019
NpoBefieHa Tepanus 3Kya3ymadoM B jo3ze 900 Mr B/B KanejabHO
1 pa3 B Hepiemo B Teuenue 4 Hefl. B manbHeriieM npofoirsKeHa noj-
nepxkuBatoiast repanusi B fo3e 1200 mr /B 1 pa3 B 2 Hep. Yepes
1 mec (10.11.2019) nocne Hauasa Tepanuu aKyIM3yMadoM OTMeva-
JIaCh CTOWKAsI TIOJIOKUTEIbHAS THAMUKA (PUC. 3, CM. HA LIBETHOM
BKJIeiiKe) B BUJIe CHMKEHUSI KOHLEHTPALMK KPeaTHHUHA ChIBO-
poTku KpoB# 10 101 MKMOJITB/J, MOBBILIEHUSI KOHLIEHTPALMU TeMO-
ro6una o 106 /i1, TpomGormTo 10 215x10%/71, KoHUEHTparst
JIAT — 130 Ep/n, cyrounas noteps 6enka — 0,32 r/24 u.

O06cyxaeHune

Ha ceropusnmit iens Hanbosnee a¢peKTUBHBIM 1 MaTore-
HETUYECKU 0O0OCHOBAHHBLIM METOIOM JieueHus1 00JbHbIX al' Y C
SIBIISIETCSl Tepanusl KOMIUIEMEHTOJIOKHUPYIOIIMM TpenapaTom
aKynm3ymab [23-25]. He Tak gjaBHO Oony6JaMKOBaHbI PEKOMEH-
JaUMK 715 IPUMEHEHUs] 3KyJIu3ymMada B KIIMHUYECKON NPaKTHKeE,
BKJTIOYAIOIIIME 103bI U peKnMbI BBefieHus1 npemnapata [30, 31].
C nauana 2000-x rogioB JOCTUTHYT NPOrpecc B NOHUMAHWUU Ma-
Tocpuzunonornu al'YC u ero neyeHun, 4To NpUBEJIO K MOsIBIIe-
HUIO 3Kyamn3ymaba. IIpoBeneHHble MCCleloBaHUsT MPOJEMOH-
CTPHUPOBAJIM BHICOKYIO 3(P(heKTUBHOCTH NpenapaTa Kak y ieTel,
TaK 1y B3pocibix ¢ al'YC B Bujie 6JIOKMPOBaHUSI XPOHUUECKON
HEKOHTPOJIMPYEMOI aKTHBALMU KOMIJIEMEHTa, KyNUpPOBaHMUS
KIIMHUKO-JTa00paTOpHBIX mposiBiieHnit TMA , ymyurieHus/Boc-
craHoBJeHust pyHKImuU nouek [32-34]. Ha ocHoBanuu aTux pe-
3yJIbTATOB 3KYyJIM3yMal oj0OpeH Y TIpaBJIeH!EM M0 CAHUTAPHOMY
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Ha/I30py 3a Ka4eCTBOM MUILEBbIX NMPOJYKTOB U MEJUKAMEHTOB
CIHIA (FDA) nns nevenust al'YC ¢ 2011 r. [21]. [TanHblii npe-
napar sIBJISIeTCsl peKOMOMHAHTHBIM I'YMaHU3MPOBAaHHBIM MOHO-
KJIOHAJIbHBIM aHTUTEJIOM — K-UMMyHoOrnoo0yauHoM (I1gG2/4x),
KOTOpBIN cBsA3bIBaeTcs ¢ 6enkom C5 KOMIUIEMEHTa YelloBeKa 1
MOJIaBJISICT aKTHUBALMIO KOMIIJIEMEHT-0IOCPEJOBAHHOIO JIM3KCA
KJIETOK. AHTUTEJIO COCTOUT U3 KOHCTAHTHBIX y4yacTKoB Ig ue-
JIOBEKA M KOMIUIEMEHTAPHO-/IeTePMUHUPOBAHHbBIX Y4acTKOB Ig
MBIIIN, BCTPOEHHBIX B BaprabebHble 001aCTH JIETKOi 1 TsKe-
JI0¥1 1eTell YyeJIoBeuecKoro anturena. B cocras akynmsymaba
BXOJISIT JIBE TSDKEJIbIe enu, o 448 aMUHOKHCIIOT B KaXK/IOH, 1
JBE JIETKHe LEeTH, o 214 aMMHOKUCIIOT B KaxXK/0i. Mounekyisip-
Hast Macca coctapisieT 147 870 [1a. akynmmn3ymab npogyypyeTcst
B KyJIbType K1eTok JUHUA NSO M1UesoMbl MBILIK U OYUILAETCS
¢ nomMolbto adhUHHOI U HOHOOOMEHHOI1 XpomaTorpacuu [33].
B npornecc npousBoacTBa cyOCTAaHIMM BKIIFOYEHbI TaKXKe MPO-
yecchbl crneyuuyeckol MHAKTUBAUMK U Y/IAJIeHUs] BUPYCOB.
B ocHoBe Mexanusma JIefiCTBUS 3KyIM3yMada JIeXKUT ero Cro-
COOHOCTB MOJIABJIATh AKTUBHOCTH TEPMUHAILHOTO KOMILJIEKCA
KOMIUIEMEHTA YeJI0BeKa, 00J1aj1ast BbICOKOH ap(pMHHOCTBIO K €ro
C5-xomnonenTty. Kak cnefctBue, mosHOCTBIO GJIOKMpYETCs pac-
nienienne komnoneHra C5 Ha C5a u C5b u o6pazoBanue Tep-
MUHAIILHOTO KoMIuieKca KomriiemenTa C5b-9. Takum oGpazom,
9KyJIM3yMal NpefoTBpallaeT U30bITOUHYI0 aKTUBALMIO TEPMU-
HAJILHOTO KOMILIeKca KomriemenTa y nauuentoB ¢ al Y C [33].
[TepBoe npumeHnenue akynuzymada B Poccuiickoit depepayyn y
nauveHTky 2 et gatuposaHo uronem 2012 r. [35]. B 2019 r. Ha
tepputopun PP 3apeructprupoBan 61oaHasor a3kyansymada —
npenapat Dium3apusi® (AO «TEHEPUYM»), npoueiimit He-
00XOMMBII1 KOMIIJIEKC JOKJIMHUYECKUX U KIMHUYECKUX HCClle-
JOBaHMI /17151 TOATBEPKAEHUSI €r0 OMOAHATOTMYHOCTH OPUTH-
HajlbHOMY Ipenapatry [26, 27]. Ha npopeMOHCTPUPOBAHHBIX
KIIMHUYECKUX MPUMEPax Y MAMEHTOB C BepU(PULPOBAHHBIM JIU-
arno3oM al'YC Tepanust poccuiickuM GMOaHATIOTMYHBIM Npena-
paToMm 3KyJm3ymala oKasaja CBOI BbICOKYIO 3(h(peKTUBHOCTD
B BUJIE HOPMAJIM3ALMU MMOKAa3aTeseil KIMHUYECKOro aHan3a
KpoBU (KOHIEHTpAK TPOMOOLUTOB, TeMoriiobuna), JI[A y
BCEX TPeX MalMEHTOB, a TaKXe B 3HAYUTEJILHOM YJIyUllEHUU
¢yHKIIMM MoYeK (BOCCTAHOBJIEHUE TEMIIa Uype3a, CHIKEHUe
a30TeMHH U TIPOTEMHYPUH) Y IBYX MALMEHTOB U TIOJIHOM BOCCTa-
HOBJIEHUH (PYHKIMM MOYEK Yy OfjHOM naumeHTKu. [Ipn aTom cre-
AYET OTMETUTB, YTO 32 BECh EPUOJL JICUSHHUST y BCEX TPEX Maly-
EHTOB HEXKEJIaTeJIbHBIX SIBJICHUI1, KOTOpbIe MOIVIN Obl OBbITh
CBSI3aHbI C Tepanuen 9KyJIn3yMaboM, He HaOIII0/1aIoCh.

3akAl0ueHue

[IpencraBnenHble KIMHUYECKUE HAOIIOACHUSI TPOJIEMOH-
CTPUPOBAIIM BBICOKYIO 3(h(PeKTUBHOCTD U GE30MaCHOCTD Mep-
BOro OMoaHasIora 3KyJn3ymMada B JIeUeHUH B3POCIIbIX MALEHTOB
¢ al'Y C (koMI1eMeHT-0noCpelOBaHHON TPOMOOTUUECKON MUK-
pOaHr1onaThM) B KOHKPETHBIX KIMHUYECKUX ciydasx. Tepanust
POCCHIICKIM OM0aHATIOrOM 3KYJIM3yMaba Mo3BOJIsIeT B KOPOTKIE
CPOKU IOOUTHCS CTOMKON KIIMHUKO-1a00PAaTOPHON PEMUCCHY 3a-
GoJIeBaHKs U CIIOCOOCTBYET MOJIOXKUTEIILHOMY NPOTHO3Y MO BOC-
CTAHOBJICHUIO (PYHKLMH MOYEK.

Kongpauxm unmepecos. [1.A. Kypnait siBasieTcst cOTpyiHU-
KoM AO «'EHEP1YM>». OcTanbHble aBTOPbI 3asIBIISIIOT 00 OT-

CYTCTBUU KOH(JIUKTA UHTEPECOB.

Hcemounuku ¢unancuposanusn. [lannas myOnukauust He
MMeJia CIIOHCOPCKOM MOJIEPXKKH.
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K craTbe H).B. /laspuwesoii u coasm. «OnbIT IPUMEHEHUSI POCCUIICKOT0 0M0AHAJIOra OPUTHHAIb-

HOro mpenapara 3KyJu3ymMada IS JiedeHusl 00JIbHBIX aTUNMYHBIM IeMOJIUTHKO-YPEeMUIeCKUM
CHHIpOMOM» (c. 76)
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K crartbe A.B. Ky3bmunoii. «<HyTpuTHBHAsI MOANEPKKA MANMEHTOB C XPOHUYECKON 00JI€3HBIO
MoYeK JoAuaIN3HON cTagum» (c. 117)
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