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Pesrome

Arunmunelii remosnTHKO-ypemudeckuii cHHApoM (al'YC) — yapTpapeAkas maToAorusa, aCCOMHPOBAH-
HasAg C HEKOHTPOAUPYEMOI aKTUBALIMEH AABTEPHATUBHOIO IIyTH KOMIIAEMEHTA, IIPH KOTOPOIl HAPYIIIAETCH
AHTUKOMITA€MEHTAPHAA 3aII[HTA SHAOTEANA C PA3BUTHEM CHCTEMHOM KOMIIAEMEHT-0ITOCPEAOBAHHOM TPOM-
Goruueckoii Mukpoanrnonaruu. HeGaaronpuarHelii mporao3 obuiel 1 MoueyHoil BBDKUBAEMOCTH IIPU
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al'YC Ge3 ucII0Ab30BaHNA KOMIIAEMEHT-0AOKHPYIOIIMX AHTHUTEA (. IKyauzymao, ) oueBrAeH. B 21001 cTarbe
MPEACTABACHO KAMHHYECKOe HabAroaeHue nanueHTky ¢ al'YC, manudecruposasmum B Bo3pacte 1 roaa
6 mecaAneB Ha 4 CyTKH IIOCA€ PEBAKIIMHAIIMY ATTEHYHPOBAHHON OPAABHOM BAKIIMHOM IIPOTHUB IIOANIOMUE-
anrta. Hagaso 60oAe3HM XapaKTepHU30BaAOCH PA3BUTHEM MUKPOAHTMOIATHYECKOTO T€MOAN3A, TPOMOOIIH-
TOIIEHUH, OCTPOTO IIOYEYHOT0 MOBpexKAeHu:. IIpu reHeTHIeCKOM NCCACAOBAHNY OBIA MACHTH(DHUINPOBAH
rereposurotubiii renorun gaxropa H (¢.3653G>A (p.Cys1218Tyr)) u 2 reTrepOo3UroTHBIX F€HETHUECKUX
BapuaHTa (moaumopgusmsr) B ToM e rese (c.2016A>G; ¢.2808G>T). BoraBaeHa MyAbTUr€HHAA TPOMOODU-
AW, TIPEACTABACHHAA TOMO- M T€TE€PO3UTOTHBIME reHoTHIIaMu HecKoAbKux renos (PAI: 4G/4G; MTHEFR:
677 C/T; MTRR: 66 A/G; MTR:2756 A/G; FGB: -455 G/A; ITGA2: 807 T/T). Hecmotps Ha AOCTHOKEHHE
reMaTOAOTHMYECKOM PEMUCCHH TPOMOOTHYECKO MUKPOAHIHONIATHN HA (DOHE MAA3MOTEPAIINH, (PYHKIIHA
IIOYEK He BOCCTAHOBHMAACKH. TAKeCTh COCTOAHNUA GbIAa 00yCAOBACHA AMAAU3-TIOTPEGHOM II0YEUHOMH HEeAO-
CTATOYHOCTBIO (aHYpPHA), TAXKEAOH apTEPUAABHOH I'HII€PTEH3NEN, PA3BUTHEM AUAATALIMIOHHON KapAUO-
MHOIIATAH C IPU3HAKAMHI HEAOCTATOYHOCTH KpPOBOOOpammeHu: (CHmwKeHne ppakumum BeIopoca Ao 42%).
ITpu HeppobmorICHY BBIABAEH CMEIIAHHEIHN (TAOMEPYAAPHBIN U COCYAMCTBII) THII IIOPAXKEHNUA, XapaKTep-
HBII AASL TPOMOOTHYECKOM MUKPOAHTHOIIATHH, C BOBACUEHHEM UHTEPCTHINA U KaHAAbIEeB. OTcpoueHHOE
HAYAAO Tepanuu IKYAu3amadom IO3BOAUAO IIPEKPATUTH AUAAU3, TPOBOAUBIIHIica Gosee 10 mecanes,
YTO AO HACTOAIIIETO BPEMEHH OCTAETCA CaMBIM IIPOAOA’KHTEABHBIM IIEPUOAOM, IIOCAE KOTOPOTO IAIIMEHT
¢ al'YC mepecraa Hy’>KAATbCA B 3aMECTHTEABHOI IOYEYHON Tepanuu. AeueHue IK).iu3ymabom mpu yxe
HMEIOIIEMCA XPOHHYECKOM IIOBPEKACHIH ITOYEK 00€CIIEUYHAO CYIIECTBEHHOE YAYUIIEHHE UX (PyHKIH,
ITOAAEPIKAHUE CTOMKOM PEMHCCUU U TIOBBIIIEHHE KadyecTBa >ku3Hu manueHTku ¢ al'YC. Parnee Hagaso
Tepanun IKyiu3ymabom y AAHHOM IMAIUEHTKA MOTAM OBl IPEAOTBPATUTE HEOOPATUMBIIH CKAEPO3 ITOYEK.
B cBa3u c moaTBeprkAeHHON renerndeckoii myramueii CFH aeBouka Hy>KAaeTcA B IOXKHM3HEHHOU TE€PAIAN
Ixyauzymabomn, oTMEHA KOTOPOIO MOKET CIIPOBOLMPOBaTh perAus al'YC, uro conpsaskeHO ¢ prCKOM
SKH3HEYTPOXKAFOIINX OCAOXKHEHHIH.

Abstract

Atypical hemolytic-uremic syndrome (aHUS) is an ultra-rare disease associated with uncontrolled
activation of an alternative pathway of complement. Anti-complementary protection of the endothelium
is disturbed by the development of systemic complement-mediated thrombotic microangiopathy. The
unfavorable prognosis of overall and renal survival with aHUS without using complement-blocking
antibodies (Eculizumab) is obvious. Here we present a clinical case of a patient with aHUS manifested at the
age of 18 months (on the 4th day after revaccination with an attenuated oral polio vaccine). The onset of the
disease was characterized by the development of microangiopathic hemolysis, thrombocytopenia and acute
renal damage. A genetic study identified the heterozygous genotype of factor H (c.3653G>A (p.Cys1218Tyr))
and 2 heterozygous genetic variants (polymorphisms) in the same gene (c.2016A>G; ¢.2808G>T). Multigenic
thrombophilia was also detected. It was represented by homo- and heterozygous genotypes of several genes
(PAI: 4G/4G; MTHEFR: 677 C/T; MTRR: 66 A/G; MTR: 2756 A/G; FGB: 455 G/A; ITGA2: 807 T/T).
Despite the achievement of hematological remission of thrombotic microangiopathy on the background
of plasma therapy, kidney function has not recovered. The severity of the condition was caused by dialysis-
related renal failure (anuria), severe hypertension, and development of dilated cardiomyopathy with signs of
congestive heart failure (reduction in ejection fraction to 42%). Renal biopsy revealed a mixed (glomerular
and vascular) type of lesion specific for thrombotic microangiopathy involving interstitial tissue and tubules.
The delayed initiation of therapy with Eculizumab allowed us to stop dialysis for more than 10 months.
Up to date, this is the longest period after which a patient with aHUS did not require a renal replacement
therapy. The treatment with Eculizumab, with the already existing chronic kidney damage, provided a
significant improvement in their function, maintaining stable remission and improving the quality of life
of the patient with aHUS. Early initiation of Eculizumab therapy in this patient could have prevented
irreversible renal sclerosis. Due to the confirmed CFH genetic mutation, the girl needs lifelong therapy
with Eculizumab. Its cancellation can provoke aHUS relapse with the risk of life-threatening complications.
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BBeaenue

ATHITIYHBIA TeMOANTAKO-YPEMITYEKCUE CHHAPOM
(al'VC) — peAkoe XpoHHYECKOEe CHCTEMHOE 3aD0AEBA-
Hue, B 60-70% cAygaes acCOIMMPOBAHHOE C MyTAITHEN
B IeHAX OEAKOB-PEIYAATOPOB AABTEPHATHBHOTO IIYTH
komraementa (AIIK). B ycaoBuax runepaxruBariim

KOMITACMEHTA HAPYIIACTCA aHTHKOMIIACMEHTAPHAA 32~
IITATA SHAOTEAHS, YTO IIPHBOAHT K Pa3BUTHIO CHCTEM-
HOH KOMIIACMEHT-OIIOCPEAOBAHHON TPOMOOTHIECKON
mukpoanruonatun (TMA) [1].

Anarnocrupyror al'VC Ha ocHOBE BEIBACHHUA CHM-
mromokomiiaekca TMA (KymbGe-nmeraTuBHas reMmoan-
THYECKas AHEMUSA, TPOMOOITHTOIIEHHA 1 OPraHHAA ANC-
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(PYHKIIHA) B HCKAIOYCHHA BCEX U3BECTHBIX 3a00ACBAHIII
1 COCTOAHHIA, AAfl KOTOPBIX OHA XapakTepHa. M3BecTHO,
91O AOMUHHpYFOITIM 11poaBAcHnem al 'V  apasercs rmo-
pasKEHHE IMOYEK, OAHAKO 63%0 ITAITMEHTOB MMEET KaK MH-
HIMYM OAHO 3KCTPAPEHAABHOE ITPOABACHNE CHCTEMHOI
TMA [2-4]. ITporos mpu al'VC HeOAArOIpHUATHBLI: BbI-
COKa BEPOATHOCTD ACTAABHOTO HCXOAQ, Y OOABIITHHCTBA
HAIMEHTOB BHE 3aBUCUMOCTH OT MHHIIMAABHBIX IIPO-
ABACHUI PA3BUBACTCHA TEPMUHAABHASA ITOYCUHAA HEAO-
CTATOYHOCTD U PELIAMBBI OAC3HI, 2 2/3 IarneHToB
IIOCAE TPAHCIIAAHTAIIUU IIOYKH OTMEYACTCA IOTEpPH
TpaHCHAaHTATa [5)].

A0 IOCAEAHETO BPEMEHH IIAA3MOTEPAITHA PacCMa-
TPUBAAACH B KadecTe Tepanuu neppoi anumu al'VC.
C ma=asa 2000-x rOAOB OBIA AOCTHUTHYT 3HAIHTCABHEII
mporpecc B noHuMannn natodusuororun al'VC n ero
ACYEHHM, YTO IIPUBEAO K IIOSBACHUIO HHHOBAITMOHHBIX
TepaleBTHYECKUX HarpaBAeHuii. [IpoBesennbie Kk Ha-
CTOSIIIEMY BPEMEHH HCCACAOBAHUA IIPOAECMOHCTPH-
pOBaAn BBICOKYIO 3pEKTUBHOCTH KOMITAEMEHT-OA0-
KHPYIOIIIETO IIperapara DKy u3ymab Kak y ACTEH, Tak
n y B3pocabIx ¢ al VC B BUAE AOCTIZKEHIA TEMATOAOTU-
YECKOI PEMICCHH, YAYUIIIEHNA, 4 B PAAE CAYYAEB 1 BOC-
cranoBaeHuA PyHKIHMK OYeK [6, 7].

[TpuBOAMM KAMHITIECKOE HADAFOACHHE, KOTOPOE HA-
AIOCTPUpYET LIEPBbIH B POCCHU OIIBIT YCIIEITHOTO IpU-
MeHenus Ixuuzymaba y pedenka ¢ al'VC u axureapHON
AMAAHI3HOH TEpPaIIHEIi.

Kananugeckoe HabGArOACHHTE

Anamnes xusan: Aeouxka (24.04.10 r.p.) ot I Gepe-
MEHHOCTH y MaTepn 27 AeT, I caMOCTOATEABHBIX POAOB
B cpok. Bec mpu poxaenun 3020 1., poct 51 em. Onenka
no mkase Arrap 7/8 6aaros. Bakunnuposana 1o xa-
aepapro. C 3 mec. A0 1 ropa oTMEYIeHBI KOACOAHHA
remoraobmna (Hb) o1 9,9 Ao 11,4 r/aA, B cBsisu ¢ uem
IIPOBOAMAACH TEpAIIuA IIperaparamu xeaesa. Ha mep-
BOM TOAY Ku3HH 1eperecaa 2 srmzoaa OPBI aerkoro
tedenns. OOpartaA Ha ceOf BHUMAHIE CHIZKCHHBIH, 13-
OMpPATEABHBIN AIIIETUT Y ITAIINEHTKH.

Anamues 3ab6oAeBaHusA: B Bozpacre 1 roaa 6 mecs-
1eB, uepe3 4 AHA ITOCAE PEBAKIIMHAIINN ATTEHYHPO-
BAHHOI OPAABHOM BAKITHHOM IIPOTHB IOAHOMHEANTA
(25.10.11 r.) ormeuena 3-kparHas pBOTa O€3 ITOBBIIIIE-
HUA TEMITEPATYPHl TEAA M U3MEHEHUA XapaKTepa CTyAA.
31.10.11 r. mosBuaucy nepudepudeckue oreku (BEK,
roaeHeii), camkenne auypesa. 03.11.11 r. peberok Op1a
TOCITMTAAUZUPOBAH B OTACACHHE PEAHUMAIIN U MHTCH-
cusnoii Teparrn MAY3 AIKBNel r. YeanOurcka, rae
BBIABACHO CHIDKCHHE AUype3a A0 1 MA/kr/4ac, oTedHblit
cuaApoM, nossiterne AA Ao 135/100 mm pr.cr., ane-
mus (Hb 4,6 r/an), tpomGormronenns (59,4X10°/4),
runepazoremMus (ModeBuHA 22 MMOAB/A, KpeaTu-
HuH 129 MKMOAB/ A), IpOTEHHYPUS HEPPOTUIECKOTO
yposas (A0 3,3 r/A). AMarHOCTHPOBAH T€MOAHTHKO-
ypeMUUECKUNH CHHAPOM, IPOBOAHUAHUCH HHQY3UU
cesxesamopoxeHHOH maasmbl (C3I1 Neb n3 pacuera
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10-15 ma/kr/1 nadysuro), crumyasnus Auypesa mer-
AEBBIMH AHYPETHKAMH, TCPAIINA AHTHKOATYAAHTAMH
(remapun 1000 Ea/cyT), aesarperanramu. Ha 14-¢
CYTKH TOCIINTAAM3AIME B CBA3H C BBIABACHHOI IIPO-
TenHypHel HePOTHIECKOTO YPOBHA HAYATO AcHe-
HUE IIPEAHU30AOHOM B AO3€ 2 mr/xr/24 |, KOTOpOE
IIPOBOAMAOCH B TeueHNE 4 HEACAD, C IIOCACAVIOIIIM
LIEPEBOAOM HA AABTEPHUPYIOLIHIT PEKUM B CBA3H C OT-
cyrcreueM addexra mpoBoAuMon Tepanuu. B Tede-
HUE 3 HEACAD COCTOSHUE ACBOYKH HECKOABKO YAYY-
IIHAOCH: OBIA KYIIHPOBAH OTECYHBIH CHHAPOM, AHYPE3
yBeamanacst Ao 1400-1600 ma/cyr. Ha 26 cyrkm ro-
courasnsamun (29.11.11 1)) Auypes BHOBb yMEHb-
mmAcst Ao 300 MA/cyT, HECMOTPS HA HEKOTOPOE CHHU-
KEHIE BBIPAKCHHOCTH THIICPA3OTEMHUN (MOYCBHHA
15 mmoab/ A, CKp 118 MKMOAB/ A) TP COXPAHAIOIIIXCS
anemun (Hb 5,2-10,0 r/an) u tpomGounronennn
(57-133%10%/a). Ha 39-¢ cyrxku oT MOMEHTa rOCIHTA-
amsarmn (12.12.11 r.) cocrosinme pebeHKa Pesko yXyA-
mmAock: Ha pore moabema AA Ao 180/120 mm pr.cr.
OTMEYCHBI IIOABACHHE ITACTO3HOCTH AUIIA U TOACHEH,
nosropuoe cumkenne Hb (7,6 r/An), Hapacrarue azote-
muu (Mogesnaa 30,6 MMoAb/ A, CKp 265 MrMoAb/A) 1ipu
HOPMaABHOM KoAmdecTse Tpombonutos (184x107/4).
B cBA3u ¢ yXyAImeHnemM cOCTOAHUA 1 HEBO3MOKHOCTBIO
I10 TEXHUYECKIM IIPHYIHAM IIPOBEACHHUS IIAA3MOOOMeE-
HOB 16.12.11 . pebenoKk ObIA 1IepeBeacH B LlerTp rpasu-
TAIIMOHHON XHPYPIUU KPOBH U reMoAnaAn3a Aerckoit
TOPOACKOH KAHHHIYECKOH OOABHUIIBI CBATOrO Baaau-
mupa I. MOCKBBL

[Ipy mOCTYymACHHH COXPAHAAHCH AHEMHSA
(Hb 6,4 r/An), pombormronenus (62X10°/a), napac-
TAAM IIOKa3aTEAH a30TeMHN (MOUYEBHHA 42 MMOAB/ A,
CKp 288 MKMOAB/ A), OTMEHUEHO 2,5-KPATHOE MOBBIIIIC-
rue yposus AAL (792 Ea/a npu N 81-234), cumxenne
C3-dppaxuun kommaementa (79 mr/aa upu N 90-207),
HPHU3HAKHE THIIEPKOATYAAIIMU 110 AAHHBIM KOAIyAO-
IPAMMBI: ITPOTPOMOMHOBAS aKTUBHOCTB 110 KBriky 181%
(N 71-105), pubpunoren 3,54 r/a (N 2-4), POMK
9,0 mr% (N Ao 4), Xareman-3aBucumbiii (puOpHHOAN3
40 yua (N 5-12), A-anmep 690 mr/ma (N a0 250).

Ha ocnoBanun camkernsd akrusaocta ADAMTS 13
(61% mpu N 93-113) 6b1A OTBEpPrHYT AHATHO3 TPOMOO-
THYECKOH TPOMOOIIUTOIICHUYECKON IIYPIYPBI, HA OC-
HoBaHuu orcyrcrsus antu-CHFH-anTHTEA HCKAIOYEH
amrureabHad npupoaa al'VC.

C LeABIO OLIEHKH BKAGAQ AOIIOAHHTEABHBIX (DaKTO-
POB, cI10cOOCTBOBABIIHX pasBuTHIO TMA, marmenTxke
OBIAO IIPOBEACHO HCCACAOBAHHE ITOAUMOPQHU3MA
IeHOB I€MOCTa3a, BBIABUBIIEE TOMO3UIOTHBIE T€HO-
THIIBl T€HOB MHTHONUTOPA aKTHBATOPA ITAA3MUHOICHA
tuna 1 (PAL4G/4G) u tpomborurapaoro perer-
topa k koaaareny (ITGA2: 807 T/T), rereposurot-
Hple rerotunsl redos gpubpunorena (FGB:-455 G/A)
u dhepmeHTOB POAATHOTO IUKAL (METHACHTETPArU-
Apodonrarpeaykrasst — MTHFR: 677 C/T, meruno-
nuacunTass-peaykrassl (MTRR:66 A/G) u mertno-
unn-cuatassl — MTR:2756 A/G), obycaoBanBarorme
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CKAOHHOCTP K I'HIIEPIOMOLIICTECHHE-
mun. OOHApPYKEH IOBHIIEHHBIN YpO-
BEHb TOMOIIUCTEHHA — 27,3 MKMOAB/ A
(N A0 5 MKMOAB/ A).

[To parmbiv V3H: pasmepsr mouek He-
MHOTO DOABIIIE BO3PACTHON HOPMBI (IIpa-
Bast mouka 67X33 mm, AeBast — 70X41 mm,
TOAIIMHA ITAPEHXUMBI 15 MM ¢ 0Oenx
CTOPOH), IIAPEHXUMA C HEPABHOMEPHBIM
[TOBBIIIICHUEM 9XOTCHHOCTH U ODCAHE-
HUEM PEHAABHOIO KPOBOTOKA, IIPEHMY-
IIIECTBEHHO B IIPOCKIINU KOPTUKAABHOTO
caost (Vmax Ha MITA a0 0,3 m/c); B mpo-
CBETE JKEAYHOTO IY3BIPA BH3YAAU3UPO-
BaACH ITAOTHBI OCAAOK C aKyCTHIECKOH
TEHBIO, IIPOTAAKEHHOCTBIO AO 14 M.

AHAMHECTHYCCKHEC AAHHEIC (CBf3b
C BAKIIMHAITMEH, OTCYTCTBHE AMAPEN)
U AMHAMHKA KAHHHKO-A20OPaTOPHBIX
IoKa3aTeAel (IIOBTOPHBIE SITH30ABI Te-
MOAHN32, IOTPeOACHUA TPOMOOLIHTOB,
COXPAHSATOIIAACH AHAAH3-3aBHCHMAS TI0-
geqHas HEAOCTATOIHOCTh, HOPMAABHBIH
yposenb antuTeA K CHH, akTHBHOCTD
ADAMTS 13>10%) nosBoaman ycra-
HOBUTD § PEOCHKA AHATHO3 ATUIIHYHOIO
I'VC. Hecmorps Ha IpOBEACHHE pe-
IYASIPHBIX ITAA3MOOOMEHOB/ nH]Y3Hil
C3I1, anTHKOATYASHTHON Teparmu, 3a-
MECTUTEABHYIO ITOYEYHYIO TEPAIIUIO
(cHa9aAa — IPOAACHHAS BEHO-BEHO3-
Haa remoAnaduapTpanus (IIBBIAD),
3areM — repuToneaAbHEIH Anaans (ITA),
28.12.11 r. ma poHEe HMpHCOECANHEHUA
OPBM ormeuen mosbrii permans al VC
B BUAE cHIkeHnsA Hb A0 5.3 1/aa 1 TPOM-
GormTos A0 62X107/A. Heemotpst Ha He-
OOABIITYFO ITPOAOAKHTEABHOCTD 3200A€-
BAHUSA, AAHHBIH 3IIH30A OBIA PACIICHCH
KaK PEIIAWB B CBA3U CO CTAOMAHM3AIIHEH
IEMATOAOIMYCCKUX IIOKA3ATCACH K TOMY
BpEMEHH HAOAIOACHHA (HOPMAaAH3ALIUA
tpombonuTos, AAL', orcyrcTBue remo-
A32) U pa3BUTHEM HOBOTO o1m3oAa TMA
Ha (HOHE KOMIIAEMEHT-AKTUBHPYIOIIETO
cocrosrng — OPBI. Xora mpoaoaxa-
fomasnca mAasMoTepamnus (IIAa3Mo00-
menbl — [1O, Ne7) mpuseaa k acoctmxe-
HEEO T€MATOAOTHYECKOI pemuccrun TMA
7 CTAOMAHMBAIIIE COCTOSHIS, Y ACBOYKHI
COXPAHAAMCH AMAAU3-3aBUCHMAA I10-
yeqHasd HEAOCTATOYHOCTh U KPH30BOE
TEYEHHE aPTEPHAABHON THUIIEPTEH-
sum (AA 150-180/100-120 mm pr.ct.),
a o aapaeM DxoKI' nmossuancey mpu-
3HAKH AMAATAIILH ACBOTO JKCAYAOUKA
n cHmxeHne ppakimm Beropoca (48-54%
pu N>60).

HabniogeHns 13 npakmku

Puc. 1. TpomboTnYeCcKasa MVKPOAHTMOMNATUA: apTepPUs Manoro Kanubpa C BblpaXKeHHbIM
Cy)KeHVeM MpocBeTa 3a CYeT paclMpeHna Cy63HOOTENMaNbHOrO MPOCTPAHCTBA
N ckneposa nHTUMbI (PAS-peakumsa, x400) (a); Kny6oukn ¢ HeboMbWUM paclmpeHem
Me3aHrua 1 ConyTCTBYIOLEN Me3aHrnanbHoW nponudepauyen, B Apyrux Knyboukax —
NWeMNA KanuiiapHbIX NeTenb, BblpaXKeHHOE MOBPEXAEHME KaHANbLEBOro snuTenuns
c anddysHon nNnbo PoKanbHON yTpaToi "LETOUHOW KalMbl', HEKPO3OM OTAENbHbIX
TybynounToB ¥ CAyLWMBaHUEM SMNUTENMANbHbIX KNETOK B NpocBeT KaHanbues (PAS-
peakuusa, x100) (6); vwemna KanuaiapHbIX MeTenb Kiybouka, MHTEPCTULMANbHBINA
$nbpo3 (okpacka Tpuxpomom no MacoHy, x200) (B); apTepvona ¢ paclmpeHuem
cy63HOTeNIMaNbHOrO MPOCTPaAHCTBA (OKpacka Tpuxpomom no MacoHy, %200) (r);
KanunaspHble NeTnn Knybouka KonnabrpoBaHbl, 0TMEUYAeTCA BblpaXkeHHas runeptpodus,
nponudepaLna n Bakyonm3auma SnMTenmanbHbIX KNETOK 1 06pa3oBaHNEM CErMEHTapHOro
KJIETOYHOrO MCeBAONONYNYHUA (A); KanNNApHble NeTNN KybouKa NOKpPbITb Kybuyecknm
3NUTENNEM, BbIPAXKEHHOE NMOBPEXAEHME KaHaNbLEBOro anutenus ¢ anddysHon yrpatoi
"LLeTOYHOW KalMbl" Y HEKPO30M OTAENbHbIX TyOYNOLMTOB, BEAYLWMM K pPaclMpeHuio
npoceeTa KaHanbLes (e).

Fig. 1. Thrombotic microangiopathy: small caliber artery with a pronounced narrowing of
the lumen due to the expansion of the subendothelial space and intimal sclerosis (PAS-
reaction, x400) (a); glomeruli with little expansion of the mesangium and accompanying
mesangial proliferation, in other glomeruli - ischemia of capillary loops, expressed
damage tubular epithelium with diffuse or focal loss of "brush border" necrosis individual
tubular epithelial cells and desquamation of epithelial cells into the lumen of the tubules
(PAS-reaction x100) (6); ischemia of capillary loops of the glomerulus, interstitial fibrosis
(stained with Mason'’s trichrome, x200) (B); arteriole with expansion of the subendothelial
space (stained with Mason's trichrome, x200) (r); capillary loops of the glomerulus are
collapsed, pronounced hypertrophy, proliferation and vacuolization of epithelial cells and
the formation of a segmental crescent (a); glomerular capillary loops covered with cubic
epithelium, pronounced damage to the tubular epithelium with diffuse loss of the brush
border and necrosis of individual tubular epithelial cells, leading to an enlarged tubule
lumen (e).
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AAfl pertieHns BOIpoca O IIPOAOAKE-
muu 10 u nporrose al'VC 16.01.12 1.
IIpoBeAeHa Ouoncus nodkn. B oarom
n3 32 kAybo4KoB HepOOHOIITATA BHI-
ABAEGH CETMEHTAPHBIN CKAEPO3 KAITHA-
AAPHBIX TIETEAD B 0DAACTH COCYAHCTOTO
IIOAFOCA, €ITIE B OAHOM — KAITHAASPHBIE
HIETAM KOAAQOMPOBAHEL, OTMEYACTCA BEI-
paxenHas runeprpodus, mpoaudepa-
LUA W BAKYOAH3AINA SIIHTEAHAABHBIX
KAETOK C OOpPA30BAHHEM CEIMEHTAp-
HOTO KAETOYHOIO ITOAYAVHISA (IICEBAO-
noAyAynusa?). B 5 kayboukax mpocser
KAITHAAAPHBIX IIETEAD PE3KO CYKEH
3a cyeT HaOyXaHUA SHAOTEAHAABHEIX
KACTOK, B 2 M3 HUX OIIPEACAAFOTCA He-
OOABIIIIE HHTPAAIOMIHAABHBIE TPOMOBL.
B 6oAbmmHECTBE N3 OCTABIINXCA KAYOOYKOB MMEFOTCA
IIPU3HAKI UINEMHUH KAIIMAAAPHBIX IIETEAD, CTEHKI HX
VTOAIIIEHBI, CMOPIIIEHBI, HIMEFOTCA ABOIHBIE KOHTYPBHL.
HekoTopbie KAYOOUKH yMEHBIIICHEI B PA3MEPAX, BBITAf-
AAIT HE3PEABIME (KAITHAAAPHBIC IIETAU IOKPBITHL KyOH-
gecknM armtearem). Anddysno-ouaroBuiii CKAEpoO3
HHTEPCTUIHA U ATPOMHUA KAHAABIICB, 3AaHIMAIOIINE
o0k0A0 20% maormaan napeHxuMel. OTAEABHEIE aTPO-
(purdHbBIC KAHAABIIB PACIIINPEHBI, COACPKAT OCAKOBBIE
muAnHApBL Hecrrenmdrraeckas nuduapTpanms nurep-
CTHIIUA BOCIIAAMTEABHBIMI KACTKAME B 30HAX CKAEPO3a.
Mnmeercst 0OAHA apTepHA CPEAHETO KaAnOpa ¢ HEOOAD-
IIIIM AOKAABHBIM PACIITHPEHHEM CYOIHAOTEAHAABHOTO
IIPOCTPAHCTBA. B apTeproAax u aprepuax MaAOTO KaAH-
Opa IPOCBET COCYAOB PE3KO CYKEH BIIAOTH AO IIOAHOM
OKKAFO3MH 32 CUET HAOYXAHNA SHAOTEAMAABHBIX KACTOK,
MHCYAATHBHBIX M3MEHEHUH, PACIIUPEHNS CYOIHAOTE-
AHMAABHOIO ITPOCTPAHCTBA M CKAEPO32 HHTHMEI, B TOM
4rcAe 110 THiry "'AykoBoit meayxu'. [Tpu ummyHOdAFO-
OPECIIEHTHOM HCCACAOBAHHUU HE BBIABACHO ACITO3UTOB
nMMyHOrAOOyARHOB KAaccoB IgG, IgA u IgM. O6mapy-
JKEHBI OTAOMKEHHA (DHOPHUHA B MHTEPCTUIINHI. 3aKAOUe-
HHE: TPOMOOTHYECKAs MUKpoanrromnarus (puc. 1).

[Iposeacuue medpobuomncuu 0cAOKHIAOCH HOP-
MHPOBAHHUEM IICEBAOAHECBPHU3MbI HIKHEIO ITOAIOCA
AeBOHM 1TouKH (pHC. 2).

32 BeCh IEPHOA IIPEOBIBAHMA B CTAIIHOHAPE BCETO
OBIAO OTMEYEHO 3 SIM30AA CHIKECHHUS ITOKA3ATEACH
reMoraoOmHa u TpomoonnTos. ITaazmorepanus mo-
3BOAHAQ AOOUTBCA HOPMAAM3AIINU TEMATOAOTHICCKUX
IIOKa3aTEACH, OAHAKO COCTOSHME IMAIMEHTKNA OCTaBa-
AOCB TKEABIM. TSKeCTh COCTOSHUS OBIAA OOYCAOBACHA
opMIpOBAHHEM TEPMUHAABHOI IIOYEUHON HEAOCTA-
TOYHOCTH (AHYPHSA), TAKEAOH aPTEPUAABHOM THIIEPTEH-
3ueil, pa3sBUTHEM AMAATAIIHOHHON KAPAHOMHOIIATHH
C IPHU3HAKAMH HEAOCTATOYHOCTH KPOBOOOpAIICHUA
(cHmxenne dpakmu BeIOpoca Ao 42%), morpeboBas-
el HA3HAYEHHA CEPACUHBIX TAUKO3HAOB (AUTOKCHH).
Kpowme Toro, ormeuasncs n3amMeHeHne IHIIeBOro moBe-
AcHIA (PE3KO CHIDKCHHBIN 1 N30HPATECABHBII alllIeTHT),
3aAEPKKA PEUEBOTO PABUTHUSA, HHBEPCUA HOYHOIO CHA.
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Puc. 2. MoctbuoncritHas nceBgoaHeBpr3mMa B MapeHxvme NIeBOM MOYKU: a — UCCefoBaHme
B B-pexuvme: nceBaoaHeBpU3Ma — MeXAy 6enbiMy CTpesikamul, KpaCHbIMY CTPesikamMiy yKa-
3aHa napapeHanbHas remaTomMa; 6, B — LIBETOBOE AOMNMIEPOBCKOE NCCIIEAOBaHE, pasHble
peXunMbl: MOIOCTb NCEBLOAHEBPV3MbI, B OCHOBHOM, TPOMOMPOBaHa, MOTOK BHYTPU MNONOCTH
nceBoOaHEBPY3MbI 3aHUMAET HebOosIbLLYIO YacTb ee obbema.

Fig. 2. Pseudoaneurysm in the parenchyma of the left kidney after biopsy: a - B-mode
image: pseudoaneurysm — between white arrows, red arrows indicate pararenal hematoma;
b, ¢ - color Doppler study, different modes: the pseudoaneurysm cavity is mainly throm-
bosed, the flow inside the pseudoaneurysm cavity takes up a small part of its volume.

Uepes 8 mecares ot Hagara 3a00AeBaHus U 6 Me-
canes nposeaeHus 31T (amypua >180 cyrok) mocae
npeasaputeAbHON BakiuHanuu (13.04.12 r.) mporus
MCEHHHTOKOKKOBOMH, rFeMO(DUABHON I ITHEBMOKOKKOBOI
uH@EKIHi ObIAd NHUIMUPOBAHA TePAIIHA IK)143)-
mabom (10.06.12 1.). Ilepea BBeacHuem mpemaparta Hb
cocraBasia 10,8 r/aa, tpomGorrer 252X109/4, AAT
374,1 Ea/A, C3 64 mr/an, CH50=4 U/ml.

Uepes 3 HeACAH ITOCAEC HAYAAA KOMIIACMEHT-HHIT-
OupyroIell Tepanun y MAueHTKH ITOABHAACh MOYa
A0 140 ma/cyr. Uepes 3 mec (konert cenrstps 2012 1.)
AUYpe3 cocTaBAAA 425 MA/ CYT, IOCTEIICHHO YBEATIHBA-
Ack A0 700-900 ma. [TeprroneasbHbI AMAAN3 TIpEKpa-
IeH gepes 3,5 MecAIa OT CTapTa TEePALIHU DKUY MaboM
(12.10.12 1) (puc. 3).

[eperocumocts rperrapara OBIAA YAOBAETBOPUTEAD-
HOI. AAfl 0OeCIIeIeHIA COCYARCTOIO AOCTYIIA C LIEABIO
nporosxenns undysuid Ixysuzymaba 04.10.13 r.
B IIPABOC IPCACCPAHCE HMIIAAHTHPOBAH BCHO3HBIH
HOPT, KOTOPBIH (DYHKIIHOHHIPYET 10 HACTOAIIEE BPEML.
3a nepuoa AedeHns IKiusymabors pedEHOK ABAAKABI 11€-
perec OPBU u octpyro xurednyro nH@EKIUIO, 09a-
rOBYIO ITHEBMOHHIO, BeTpAHYIO ociry. Octpeie HHEK-
LUK HE TPUBOAUAHN K perpanbam al'VC u tpeboBarn
H3MEHECHUS IIPOTOKOAA ACICHHA B BHAC OTCPOYCHHOTO
BBeACHNA DKy tusymaba (na 3-7 Aneii mosxe). Hecmorpsa
HA 3TO, IIPH KOHTPOABHOM HCCACAOBAHUHU OOIIas re-
MoAmrTHgeckas akTuBHOCTb komiraemenTa (CH50) aaxe
gepes 3 HeACAU IIOCAE BBEACHHA DK)1u3yMaba OCTaBa-
AACh HYAEBOI, 9TO CBUACTEABCTBOBAAO O IIOAHOH OAO-
KAAE AKTUBHOCTH KOMITAEMEHTA.

[lepea HawasoM Teparmn JIKy.1u3)Mabosm B KATHIKE
yuusepcutera Helimerena nmenn caroro Pasboaa
Vrpexrexoro (HuaepAaHADL) IpOBEACH CKPHHIHT Ha I'e-
mernyeckue myrannu CEH, CFI, C3, MCP u CFB.
PesyApTaThI MOACKYAAPHO-TEHETUIECKOTO HCCACAOBA-
HUA OBIAU ITOAVYEHBI Yepes 2,5 T0AQ ITOCAE HHHIIHNA-
I[UH TAPTETHON Teparun. Y IMAIMEHTKH BBIABACHA Ie-
teposurorHad myranusa CFH (ak3on 23): ¢.3653G>A
(p.Cys1218Tyr), a Taxke reTepO3UrOTHEIC IIOAUMOP-
dusnmer CFH (¢.2016A>G; ¢.2808G>T), e umerortne
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Puc. 3. TemaTtonornyeckue n napametpbl GyHKLMM NOUKM Ha doHe Tepanum al'YC.

Mo ocn X - Bpemsa B Heflensx oT Hauana 3aboneBaHus. [lyHKTVPHbIE FOPU3OHTaNIbHbBIE NIVHUM COOTBETCTBYIOT HUXKHEN FpaHnLe HOPMbI
(TPOM6OLTBI, FeMOrnobuH) N BepxHer rpaHunue Hopmbl (JIA6, KpeaTuHuH). PLT — Tpom6oumnTbl, JIAM — naktatgernaporeHasa,
CK® - ckopocTb knyboukoson punbrpaumn, OPBU — ocTpas pecnipatopHas BUPyCHas HdeKLma.

Fig. 3. Hematological and kidney function parameters during therapy of aHUS.

X axis — time in weeks from the onset of the disease. Dashed horizontal lines correspond to the lower limit of the norm (platelets, hemoglobin)
or the upper limit of the norm (LDH, creatinine). PLT - platelets, LDH - lactate dehydrogenase, GFR — glomerular filtration rate,
ARVI - acute respiratory viral infection.

npsAMOI npuanHHOM cBaAsu ¢ al VC, no obnapyxusaro-
IIHECA Y HAIIICHTOB C 9THM 3a00ACBAHHCEM 9aIlle, YeM
B 3A0pOBOI monyAsirtm. [TapaareApHO ObiAa IpOBEACHA
BAAMAALIHA T€HOB KOMIIAGMEHTA Y POAUTEAEH peOeHKa:
myrarud CHH, BRIABACHHAS y HAIUEHTKY, OOHAPYKEHA
Y 3A0POBOTO B HACTOAIIHI MOMEHT OTIIA ACBOYKHL

B xoae aeuenus Dryausymabom mo 300 Mr kaxKAere
16 Ameil B Teuenue 24 MeCAIEB AUYPE3 YBEAUIHACH
A0 900 MA/CyT, CYIIECTBEHHO YAYYINUACS ANIIETHUT,
HOABUAACH PEYb, VAVUIIUACA COH, PeOCHOK IPHOABHA
4,2 kr, BeIpoc Ha 15 cM. AprepuaAbHas THIIEPTEH3NA,
KOHTPOAUpyeMas OAOKATOPAMU KAABIIIEBEIX KAHAAOB,
crana menee Berpaxennoit (120-130/70-80 mm pr.ct.),
OTCYTCTBYIOT HOBBIE permAnBel TMA u nmorpedHOCTD
B maasmorepanun. C 2013 r. aeBouka moay4aer Jxy-
auzymab 1o mecty xnreabctsa (r. Yeanbunck). [lpn
obcaepoBarun B AI'KbB cB. Baaanmupa (Mocksa)
25.03.14 r.: Hb 13,1 r/an; AAT 580 EA/A; Tpombo-
murer 317X10%/a, moueBuna 11,0 mmoas/a, CKp
78,7 MEMOAB/ A, C3 68 mr/an; C4 34, 7mr/ an; CH50=0;
pCK® 1o [sapuy 60 ma/mum/ 1,73 M2, nporenuypus
0,12 r/ A, cyrounas skckperus Geaka 72 mr. BoiiBaena
runeppernHemus o1 25.03.14 r.: akTHBHOCTL pEeHIHA
riaasmel (APTT) 425 ar/ma/9ac (0,5-5,9). C runorensus-
HOI U He(DPOIIPOTEKTUBHOM 1eAbrO HasHadeH HAIID
(smaranpua). B ammamuke nabaroaenns ot 12.07.16 r.:
APIT coxpaHfArach IOBBIIICHHON, HO MCHEE BEIPAKCH-
HOI — 29,5 Hr/™MA/9ac.

[Tpu V3 modexk ¢ AyIIAEKCHOIT AomAeporpadoueit
(AAD) cocyaos ot 26.03.14 1: pasmepsl aCHMMETPHIHO
HIKE BO3PACTHOM HOPMEL: ITpaBasd Iouka 062X 26 Mm, 11a-
peHxuMa 8 MM, AOXaHKA 4 MM; AeBad TToUka 55X27 MM,
napenxuma 9 M. Crpykrypsl 11A0xX0 Auddepernupo-
BAHBI, PUCYHOK UX HEYETKUH, KOPTHKO-MEAYAAAPHAA

AncdepernupoBKa mpakraecku orcyrcrsyer. [lapen-
XHMa 3HAYHTEABHO AUP@PY3HO N3MEHEHA: IMEETCSH BbI-
paKEHHOE HEPABHOMEPHOE HMOBBIIIIEHHE 9XOT€HHOCTH.
C obenx CTOpOH B IAPEHXUME ITOUEK 110 XOAY HHTpA-
AOOAPHBIX U AYTOBEIX COCYAOB HUTEBHAHBIE 9XOTCHHbIE
BKAFOUEHHA (EAMHHYHBIC), PACIIEHUBACMBIE KAK KAAD-
1E(UIHIPOBAHHBIC CTEHKH MEAKHX HHTPAPEHAABHBIX
cocyaos. CAeBa B HIDKHEM (PparMeHTe IIOYKU — KAABITH-
uxar A0 4 MM B Amamerpe (IIepeHeceHHAs OCTITYHK-
IIFOHHAS IICEBAOAHEBPH3MA HHTPAPECHAABHOI apTepH-
AABHOI BETBH) 1 KHCT4 AO 5 MM B AHAMETPE C OCAAKOM
B mpocsete. [ Ipu AAL BrrBasiercs auddysroe obeame-
HEE COCYAUCTOTO PHUCYHKA ITOYEK, MAKCUMAABHO BBIPa-
JKCHHOE B ITPOCKIIN KOPTUKAABHOTO CAOS TTAPCHXIMBL.
COCyAHCTBIN PUCYHOK B ITPOEKITHN MEAYAAAPHOTO CAOA
IAPEHXHUMBI ITOYKH COXPAaHEH, YMEPEHHO OOEAHEH.
CKOpPOCTHBIE ITOKA3ATEAN APTEPUAABHOIO KPOBOTOKA
Ha HHTPAPEHAABHBIX COCYAaX cHIuKeHb! (Vmax na MITA
cupasa 0,46 M/ cexk, caesa 0,38 m/cex). [Tokasarean re-
prdepHuecKoOro COIPOTUBACHHA APTEPHAABHOTO pe-

Puc. 4.Y3W nouek yepes 2,5 roga ot febrota alYC: a, 6 — nccnegoBaHua
B B-pexume, npaBas 1 n1eBas NOYKM COOTBETCTBEHHO.

Fig. 4. Ultrasonography of the kidneys after 2.5 years from the debut
of aHUS: a, b - studies in B-mode, right and left kidneys, respectively.
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HAABHOIO KPOBOTOKA — B IIPEAEAAX BO3PACTHON HOPMEL
(RI=0,60), uto HA poHE HITIEMUH KOPTUKAABHOTO CAOf
mapenxumsl Ipa AAL MozkeT OBITE PACLICHEHO KAK IIPO-
ABACHHA HHTPAPEHAABHOTO APTEPHO-BEHOZHOTO IITYHTH-
posanud KposH (puc. 4).

[Tpu OxoKI ot 26.03.14 1. oTMEUeHA AHAATALIHA AC-
BOTI'O JKEAYAOUKA C HOpMaAu3arueii ppakiuu BHIOPoca
(63%). MeunaKreAyAOUKOBAS IIEPETOPOAKA O MM, KOHEY-
HBIH AUACTOAITIECKHI PasMep AEBOIO sxeAyAodka 40 M,
KOHCYHBIN CHCTOAHYECKUI PA3MEP ACBOIO KEAYAOUKA
27 MM, TPAAICHT AABACHUSA B ACTOYHOIH apTepu 5,4 MM
PT CT, IPaAUEHT AaBACHIA B aopTe 5,7 M pr.cT. Amame-
TPBI KOPHA 20PTHI M ACTOYHOM apTEPUH HE M3MEHEHBL.
Crenxu ux He ynaoraensl. Ipusnakos runeprpoduu
MHOKAapAA HE BBIABAACTCS. \BI/KEHIE MEAKEAYAOTKO-
BOIT IIEPETOPOAKH IIpaBUABbHOE. ['A0OaABHAA cOKpaTH-
MOCTb MHOKAPAA A€BOTO KEAYAOUKA HE CHIKCHA.

Berasaennsie B 2014 r. mpu V3V usmenerHus modex
COXPAHSAIOTCA IIPAKTHIECKH AO HACTOSAIIEIO BPEMEHH,
C POCTOM pebEHKA AHIITh HECKOABKO YBEAHIHANCH Pas3-
Mepsr Aol mmouku (61X27 M) mpH Tex xe pasMepax
IIPaBOM, KOHTYPHl II0YEK CTAAM HEPOBHBIMU, HEYCT-
kumu. Ocraercs TakiaKe HeOOADBIIAS AUAATAIIHA AE€BOTO
KEAYAOUKA (KOHEUHBIN CHCTOAMYIECKHIT Pa3Mep ACBOTO
xeayaouka 40 mm rprr N<37 MM) ¢ HOpMAABHOM pak-
mueit Beropoca (76% mpu N>60%); paciimperne aopTet
AO 22 MM, 110 AaHHBIM DXOKI'.

Benosumiit mopr dyuknmonnposas 5 aer 2 mec,
o B Aexkabpe 2018 r. OBIA yAaAeH H3-32 PAa3BHTUA Ka-
TETEP-aCCONMUUPOBAHHOTO CEIITUYECKOTO IIPOIIECCa
(AAnTeAbHAA (peOpPUABHAA AHXOPAAKA C O3HOOAMH)
co cumxenneM Hb a0 8,4 r/aa (ipu orcyrersun mm-
30LIUTOB), TPOMOOIIUTOB AO 74 THIC/MKA, CO CABHIOM
AefikonuTapHOil hopMyAsl BACBO (11/51 26%), prpoct
AAL a0 925 EA/A, kpeatununaa A0 120 MKMOAB/ A.
[IpoBoAmAach aHTHOAKTEPHAABHAS TEpAIIHA KapOo-
enemamu Oe3 otderanBoro apdexra. [Tocae 3abopa
KPOBH H3 IIOPT-KaTeTepa peOEHOK BHOBBL CTaA de-
OpPUABHO AUXOPAaAUTb, B cBA3 ¢ ueM 12.12.2018 r. Be-
HO3HBIN 1TOPT OBIA yAaAeH. [Tpu Makpockormmaeckoit
OLIEHKE BBIABACHBEI TPOMOBI B IIPOBOAHHKE U TEMATOMA
3a mpeAeAamu ropra. [Tocae yaaaeHns BEHOSHOIO IOPTA
COCTOfAIHIE B KOPOTKHE CPOKH HOPMAAH30BAaAOCH: pebe-
HOK Iiepectan auxopaantb, Hb 11 r/aa, TpomGormrsr
413%x10%/a, COD 10 mm/9ac, CKp 78 MKMOAB/ A, MOUe-
suna 8,69 Mmoab/A, AAL 494 Ea/ A, pCK® o [Isapity
83,3 ma/Mun/1,73 M2.

Yepes 7 aer 3 mec (13.02.19 r.) or aebrora 3ab0Ae-
BAHHA IIPOAOAKACTCH TEPATIN IK)IUYMAbOM, ANATEAD-
HOCTb KOTOPOI cocTaBuaa 6 AeT 8 Mec. 3a MCTEKIITHIA
cpox mpusHakos akTusaocTH al'VC He oTMedeHO,
oAHako y manuenTkn cdopmuposasace XbIT 2 cr.,
BTOPUYHAA AMAATAIIHMOHHAA KapAHOMHOIATHA (KO-
HEYHBIH CHCTOAMYECKHI Pa3Mep AEBOIO KEAYAOUKA
45 mm ipur N <38 mMm) ¢ HOpMaABHOI (PpaKIeli BhI-
6poca Aesoro xkeayrouka (71%). Hecmorps ma mpo-
AOAKAIOIIYIOCH KOMOMHUPOBAHHYIO THIIOTCH3UBHYIO
Tepanuio (OAOKATOPHI KaAbIIUEBBIX KaHAAOB, HAIID),
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coxpansercs aprepuasbHas rureprensus 11 cremenn
(121-154/75-108 MM pr.cT.), B CBAi3U € 9eM OblAd U3Me-
HEHA THIIOTCH3UBHAS TCPAIIHS C IIPUMCHECHIEM OAOKA-
TOpa MEAACHHBIX KaABIIHEBBIX KaHAAOB Il mokoAenmsa
(amAOAMIIHH) 1 O€Ta;|-aAPEHOOAOKATOP CEAEKTHBHBIH
(merorpoaoa). Cyrounsiit auypes A0 1 A. Pusuaeckoe
pasBUTHE ACBOYKI CPEAHEE, TADMOHUYHOE (MACCA TEAQ
23 kr, pocr 122,8 cm). Anmerur coxpanen. Hepsro-
IICHXUYECKOE Pa3BUTHE 110 Bo3pacty. B anaansax: Hb
12,7 v/an, AAL' 234 Ea/ A, tpomGormrsr 235%10%/ A, Mo-
geBuna 8,3 Mmoan/ A, CKp 95,8 Mkmoab/ A, C3 61 Mr/aa;
C4 19 mr/an; pCK® mo HIsapryy 62,4 ma/mu/1,73 M2,
nporeuHypun HeT. [10 AdHHEIM KOAryAOIpPaMMBI IPH-
3HAKOB aKTHBanuu remocrasa mer. [Ipu V33U pasmeprr
IIOYEK MHOTO HIKE BO3PACTHOM HOPMEI (ITpaBas ITOUKa
69X25 My, mapenxuma 8 Mm; AcBas modka 63X26 Mm,
napenxuma 9 mm). CTpykTypsr maoxo auddepennn-
POBAHBI, KOHTYPHL HEPOBHEIC, HEYCTKIE, COXPAHCHHIL.
[Taperxuma ¢ HEPABHOMEPHBIM BBIPAKCHHBIM ITOBBI-
mrennem sxorennocru. [Ipu AAL ormewaercs sHavn-
TeABHOE OOEAHEHHE KPOBOTOKA, HANOOAEE BBIPAIKCH-
HOC B IIPOEKITHH KOPTHKAABHOTO CAOf ITAPEHXUMBL.
CropocTHbIE XapaKTEPUCTHKH PEHAABHOIO KPOBOTOKA
camkenst A0 0,55 m/c na MITA, nokasarean nepudpe-
PUYECKOTO COIPOTHBACHHA APTEPUAABHOIO PEHAABHOTO
KpoBoTOKa B ripeaeAax Hopmsr (0,55).

Taxkum 0OpasoM, B XOAe Ae€deHUA IK)1U3yMabom
OTMEUEHO YAyYIIeHne (DYHKIIMN ITOYEK: HCIe3Aa II0-
TpeOHOCTD B AMAAU3HOI Teparuy, ossicusach pCKO.
3a Bech mepuoA HaOATOAECHHA Ha (DOHE IIPOAOAKA-
rorelics tepanun Dxyausymabom (714 mec), HecMoTps
HA NHTEPKYPPEHTHbIC HHQEKIIHN, HE OTMEYCHO HU OA-
noro permauBa al'YC. Oanako B HacTosInee Bpemsa
HMEIOT MeCTO oprauusie mopaxkenus: XbII 2 cr., au-
AQTAIIMOHHAA KAPAHOMHOIIATHUSA, YTO, IIO-BHAUMOMY,
MOJKET CBUACTCABCTBOBATD B IIOAB3Y IIPOIPECCHPOBAHI
TMA. Baxusiv pakropom mporpeccuposanns XbIT
U KAPAHOMHOIIATUH CAYKUT apTepPUAAbHASA THIIEPTEH-
3Hf, IOAHON KOPPEKIIHH KOTOPOH HEe AOCTUTHYTO,
BEPOATHO, B CBA3H C OOYCAOBAHBAIOIIEH €€ BBICOKOI
AKTHBHOCTBIO PCHITHA ITAA3MEL

OGcyxaeHue

Hacrosmee mabaroaeHne mpeacTaBafeT coboit
HE TOABKO IEPBHII OIBIT ycnernrHoro Aedenus al'yYC
Dryuzymabom, HO U IPHMEP AOATOCPOTHOIO UCIIOAD-
30BAaHHA KOMIIAEMEHT-HHIHOHPYFOIeH Teparmu B Poc-
cum.

B npeacraBaennom Hamm caydae amaraos al'VC
HE BBI3BIBAA COMHEHHI M OBIA OCHOBAH HA KAACCHYE-
cKkoM cumIrToMokomIraekce TMA ¢ permanBapyrorest
AKTUBHOCTBIO M TE€HETHYECKH ITOATBEP/KACHHOMN IIpH-
poae 3a0oaeBanus (myrauus CFH). Ocobennoctsio
AQHHOTO CAy9Yas OT MOMEHTA A€OIOTA ABUAOCD IIPAKTH-
YECKH HEIIPEPHIBHOE PEIIMAMBUPOBAHNE MUKPOAHIHO-
HIATHYECKOTO TEMOAN3A U TPOMOOILIUTOIICHHUI, HECMOTPSA
Ha CBOEBPEMEHHO HAYATYIO IIAA3MOTEPAITHIO. 3a00Ae-
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BaHMEe MAHH(ECTHPOBAAO ITOCAE ITAAHOBOM PEBAKIIH-
HAIIIN ’KABOM ATTCHYHPOBAHHON BAKITMHOM IIPOTHUB
IOAHOMUEANTA, KOTOPAS UCITOAB3YETCA TOABKO B PD.
CAeAyeT OTMETHTD, YTO Ha IIEPBOM IOAY KU3HU peOCHKA
B PAMKAX ITAAHOBOH BAKIIMHALINH TPUKABI HCIIOAB30-
BAAY MHAKTHBUPOBAHHYIO BAKIINHY ITIPOTHB IIOAHOMH-
€ANTA, OAHAKO HH pa3y npusHakn TMA He HOABHAKCE.

al'VC ABAsIeTCA AHATHO30M HCKAFOYCHHSA, KOTOPBII,
B IICPBYIO OYEPEAD, YCTAHABAMBACTCSA IIOCAC IIOATBEPIK-
AermsA orcyrerBus Taaxesoro aedpurmra ADAMTS 13
(<10%). Ilo marremy MHEHHIO, BBIABACHHOC Y ITAIU-
EHTKH YMEPEHHOE CHIKEHNE aKTHBHOCTH (DepMEHTA
(61%) orpaxaer ero moTpedAEHHE B IIPOIIECCAX MUKPO-
LIEIPKYAATOPHOIO TPOMOOOOPA30BAHIsA, OOYCAOBACHHOE
PACXOAOM Ha PACITIEIIACHIE CBEPXKPYITHBIX MyABTHME-
poB daxropa don Buarebpanaa, sKcrpeccupOBaHHBIX
Ha ITOBEPXHOCTH IIOBPEKACHHOIO B PE3YABTATE ATAKH
KOMITA@MEHTA S3HAOTEAHA.

B mocaeAHIE TOABI YCTAHOBACHA KAIOUEBAS POAD
MyTanuidi U MOAUMOP(U3MOB I'€HOB, KOAHPYIOIITHX
(haKkTOPHI CHCTEMBI KOMIIAGMEHTA, B HHAYKIIHH ITO-
spexacans spporeans pu al'VC. P. Warwicker et al.
B 1998 r. Brrepsrre ommcaa myranmro rena CFH, ac-
conuuposannyio ¢ al'VC [8]. Ceroans ycraHOBACHO,
uro myrtarmn CHH, B GoApIImHCTBE CBOEM TETEPO3H-
rorusle, ABasrorcs npu al'VC mauboaee pacmpocrpa-
HeHHBIMH [5, 9]. V Harmel marmeHTKH BBIABACHA Ie-
TEPO3UTOTHAA MYTaIllf, AOKAAM30BAHHAA B 23 5K30HE
CFH (c.3653G>A (p.Cys1218Tyr)), koaupyroiem
C-TepMHUHAABHYIO OOAACTH MOAEKYABI DEAKa, KOTOPAS
OTBETCTBEHHA 32 OOECIICUECHUE 3AIUTHON (PYHKIIHH
KOMIIAGMEHTA Ha IOBEPXHOCTH KAeTkn. Haamdane aroit
MYTAITIH HAPYIIAET PEIYAAIIIO KOMIIAGMEHTA Ha MEM-
OpaHe SHAOTEAHSA, YTO B KOHEYHOM HTOIE IIPUBOAUT
K M30BITOYHON AKTHBAIIMH AABTEPHATUBHOTO IIYTH,
IOBPEKACHHIO 9HAOTEAHAABHBIX KACTOK KAYOOUKOB
1 MEHKpOTPpOMO00OpasoBanuro. CAeAyeT IIOAUEPKHYTS,
ITO MACHTH(UIIIPOBAHHAS y PEOEHKA MICCEHC-MYTa-
nus (Cys to Tyr) panee He OblAa OIIHCAHA ¥ OOABHBIX
cal'VC [5,9, 10] (http://evs.gs.washington.edu/EVS).
Kpome AaHHOM MyTannm, acCOIMHPOBAHHON C pas-
sutueM al'VC, y AeBOUKH OBIAE OOHAPYKEHBI TAKKE
2 rerepo3surotHex moanmMopguex renortura CHH
(c.2016A>G; ¢.2808G>T), KOTOpHIE yiKE HM3BECTHBI
npu al VC 1, kak 0AAraroT, MOTYT BAHATH HA TAKECTH
IPOABACHUH 3a00AEBAHMA. B ITOCACAHIE TOABI POAB
IIOAOOHBIX ITOAUMOP(MHBIX I'€HOTUIIOB ITOTCHIIUAAD-
HBIX TCHOB B BUAC OAHOHYKACOTHAHBIX IIOAUMOP(H3-
MOB M UX COYETAHHUH IIINPOKO OOCYKAACTCA B KAYECTBE
dpakropa pearusarin al'VC. VCTaHOBACH TaKAKe BKAGA
IeHETHYECKUX AHOMAAN B CHCTEME IeMOCTa3a y OOADb-
ubIx ¢ al'VC, B wacTHOCTH, MyTAIINI TEHOB HHIHOHTOPA
aktuBaropa maasmunorena (PAI-1), rpombomoayamHa
1 AnanuATAuIepoAkuHassl [11]. B mamem kamamaeckom
HAOATOACHHH IIPH T€HETHYCCKOM HCCACAOBAHII T€MO-
CTa3a BBHIABACHA MYABTHICHHAS TPOMOOQUAHA, ITPEA-
CTABACHHAS TOMO- U T€TEPO3UTOTHBIMU T€HOTUIIAMI

neckoabkux reros (PAL: 4G/4G; MTHFR: 677 C/T,
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MTRR: 66 A/G; MTR:2756 A/G; FGB: -455 G/A;
ITGA2: 807 T/T), coueranue KOTOPHIX OOYCAOBAUBACT
HEAACKBATHBIN (PIOPHHOANS, TUIIEPATPETALIIIO TPOMOO-
LIUTOB U AOIIOAHHTEABHOE IIOBPEKACHUE COCYAUCTOMN
CTEHKH 34 CYET IMIIEPTOMOIIICTEMHEMHN, OOHAPYKEH-
HOI M y IPEACTAaBACHHON IaIlMEeHTKU. | eHeTHdeckn
00yCcAOBAECHHAA TPOMOOMUAUA MOKET BAUATD HA Ma-
nndecrarnuio 3a00AeBanus, TAKECTh TedeHus TMA,
AKTUBAIINIO AOKAABHOH THIICPKOATYAALINI U AABTCPHA-
THBHOTO IIyTH KOMIIAEMEHTA, KK paHee OBIAO IIOKA32aHO
ma npumepe tumrrasoro I'VC [12].

TakuM 00pa3oM, MBI ITOAAraEM, YTO CHHEPIUIHOE
B3AHMOACHCTBHE KOMIIACMCHT-AKTUBHPYIONIEro (hak-
TOpa (BAKIHMHALINA) X KOMOMHAIINI FeHETUIECKUX pak-
TOPOB PUCKA — AHOMAANI CHCTEMBI KOMITAGMEHTA (MY-
taruu 1 noanmopdusmer CFH) u cucremsr remocrasa
(moanmopdusmer reros PAI-1, MTHFR, MTRR, MTR,
FGB, ITGA2) npusero x manudecrannu al'VC, uro
IIOATBEP/KAACT CIIPABEAANBOCTD TUIIOTE3BI MHOKECTBEH-
HBIX YAQPOB [1] B peaAmsaIiuy KOMITAEMEHT-OIIOCPEAO-
BanHOI TMA.

OTcyTCTBHE TEXHUYECKHX BO3MOKHOCTEH IIPOBEAE-
HUA ITAA3MOOOMEHOB B PETHOHE, TAE IIPOKHBAA pede-
HOK, He II03BOAHAO IIPOBECTH 2ACKBATHYIO IIAA3MOTEPA-
IIHIO B IIEPBBIE 6 HEACAD 3a00AEBAHIS, UTO, OE3YCAOBHO,
BHECAO CBOH BKAAA B €ro IIporpeccuposanue. TsxecTs
COCTOSIHUSA IAIIHEHTKN YCYIYOASAACH TAK/KE KPU3OBBIM
TEYEHHEM aPTEPUAABHOIN THITEPTEH3HH, HAPACTAHIEM
[IOYEYHOHN HEAOCTATOYHOCTH, IIOTPeOOBABIICH AAH-
TEABHOTO ITPOBEACHHISA 3aMECTUTEABHOM IIOYEIHOM Te-
AILHIL

B mocaeayrorem, HeCMOTpPA Ha YCUACHHE IIAA3MOTE-
paImu 3a CYET IIPOBEACHHSA ITAA3MOOOMEHOB, OTMEYEH
pertaus 60Aesuu mpu npucoeaunenun OPBL. [Tocae
7 ceancos [1O ObIAa AOCTHIHYTA TEMATOAOTIIECKAS Pe-
muccust TMA, OAHAKO COXPAHAAACH AUAAH3-3ABUCHAMAS
IHoYeYHas HEAOCTATOUHOCTE (anypus). OTBET Ha Ae-
uenne C3I1 y Hamreil mareHTKH COrAaCcyercs ¢ AaH-
HBIMH MEKAVHAPOAHOIO PETrHCTPa IAA3MOTEpPAIINN
y 6oabubix ¢ al' VC (Intertional Registry of Recurrent
and Familial HUS/TTP), B cootBercTBHE € KOTOPBIME
TOABKO B 5% cAyduaes y marenTos ¢ myrarmsavu CEFH
IIOAHOCTBIO BOCCTAHABAUBAIOTCA TEMATOAOTUIECKIE
noxasareau u pyukunud odex [3]. [Iposeaennas aad
pEIIIeHns BOIIPOCA O IIEAECOOOPA3HOCTH IPOAOAKEHEA
ITAQ3MOTEPAITHI 1 OIIPEACACHIS IIPOTHO3a 3200 ACBAHIA
HePOOHOIICHSA BBIABUAA CMEIIAHHBINA — TAOMEPYAAp-
HbIM 1 COCyAI/ICTBII/I — THII HOPQ)K@HHH, XapaKTeprH/I
AAst TMA, a Taxke BOBACUCHHE B ITPOLIECC MHTEPCTHIIHSA
1 KaHaAbIIeB. HeOAaronmpuaTHEIN OYEUHBIH [IPOTHO3
OBIA OUEBHACH — K MOMEHTY CTAPTA TEPAIIHH JIK).1U3)-
Mabom Y TAIIIEHTKI, KAK HAM Ka3aAOCh, PA3BHAACH TEP-
MUHAABHAS ITOYEUHAA HEAOCTATOYHOCTD, ITOCKOABKY
AAUTEABHOCTD AHYPUU COCTABHAA K 3TOMY MOMECHTY
6oaee 180 Ameti.

Nssectno, uro myrarun CFH accormmposansr ¢ He-
OAArOIIPUATHBIM IIPOTHO30M YiKE B HICXOAE IIEPBOTO SIIH-
30aa 3a60AeBanns: y 50-70% OoabHBIX HaOAIOA2ETCA
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ACTAABHBIN HCXOA, PEIIHAUB 3200ACBAHUSA, PA3BUTHE
TEPMUHAABHON ITOYEIHON HeAocTaTouHOCTH. Kpome
Toro, y marrertos ¢ myrtareii CFH mocae tparcmaan-
Tanun 109KH B 75-90% cAydae HAOAIOAAETCA PEIIMANB
al'vVC [3, 5].

B Amreparype mmerorca AaHHBIE 0O HCITOAB30BA-
HUHU DK U3yMaba TOCAE AANTEABHOI ITAA3MOTEPAITH.
OAHAKO paHee OIMCAHHBIE CAYIAH XAPAKTEPH30BAAKCH
AnbO OTCYTCTBHEM HAPYIIEHHSA (DYHKIIUH IIOYCK AO HHH-
AN KOMHAeMeHT—I/IHrH6pr}0LL[eI71 TEparmy, AOO
BOCCTAHOBACHHEM ¢€ Ha (hOHE 11Aa3MOOOMECHOB/ HH-
ysumit C3I1 [13, 14, 15]. [Ipumenenue npemapara, kak
0Ka32A0Ch, IIO3BOASAET BOCCTAHOBHTH (PYHKITHIO ITOYEK
A2Ke IIPH OTHOCHTEABHO HEAOATON AMAAHM3HOH Te-
panmu. Tak, B pabore C.M. Legendre et al. uetspem
IAIMEHTAM U3 IIATH, IIOAYIABIINM AHAAU3 B TCUCHHE
0-26 AHETH, ITOCAEC AAUTEABHOTO ACUCHHSA JK)AUYMabOM
yAaaroch mpekpatuts I IT. V AByx ske manueHToB, HAXO-
asruxces ga anasuse 119 u 128 anert, cooTBeTCTBEHHO,
HCIIOAB30BAHIE KOMITAGMEHT-HHITONPYFOIICH TePAITHI
HE IIPUBEAO K YAVUIIICHNIO IIOYEYHON (DYHKIIMH — I1a-
LIUEHTHI IIPOAOAKAAN OBITH AHAAHU3-3aBUCUMBIMH [6].
V 90% B3pocanx manmentos ¢ XbIT, mverormux maas-
MOPE3UCTEHTHOCTD / TIAA3MO3ABUCUMOCTD, IK)1U3)Mal
HOAAEP/KHIBAA TEMATOAOTHYECKYIO PEMUCCHIO, HECMO-
TPA HA IIPEKPAIIEHUE ITAA3MOTEPAIINH, U OBIA CBA3AH
€ HEOOABIIIIM, HO AOCTOBepHBIM yBearmdenuem pCK®
Ha 6-8 Ma/MuH/1,73 M? IPH OAHOAETHEM H ABYXACT-
neM HaOAToAeHUAX [16, 17]. D1r pakThl HOATBEPIKAAIOT
nesacpdexrusrocts Acdenud C3I1 B orHomenun mo-
geunoii TMA, HecMOTpS Ha FeMAaTOAOTHYECKYIO pe-
MUCCHIO, 9TO IMEAO MECTO U B IIPEACTABACHHOM HAMUI
HAOATOACHHL.

[To AaHHBIM AUTEPATYPEL, AO MHHIIIAAINY TCPAIIIL
DKy auzymabom camas OOABINAS ITPOAOAKUTEABHOCTD AU~
aan3sa (4 mec) ormcana y 7-mecaanoit aeouku ¢ al' VC,
nmeroreit myranuio B 23 akzone CFH (c.3568T>C;
p.Tyr1190His). YUepes mecAr mocae Hauara Taprer-
ol Teparnuu dyuknnd modek yaydrraaack (pCKO
42 ma/muu/1,73 M?), 1 pebEHOK IEpecTan HyKAATHCS
B Amaanse [18]. Amarorudmas cuTyarys OrICcana y Iar-
ernrku 21 ToAa, KOTOpAs AO HA9aAA TEPAITUU IK)1uU3)Ma-
oM HAXOANAACDH Ha AMaAm3e B TedeHue 3,5 mecares [19).

[TpoBeAcHHEIE K HACTOAIIEMY BPEMEHH HCCACAOBA-
HUA, XOTA U BBIITOAHEHHBIE HA OTHOCHTEABHO HEOOAB-
IIIOM KOHTHHIEHTE ITAIINEHTOB, IIO3BOAUAH 3AKAFOUUTh,
YTO, HE3ABHCHUMO OT TOTO, HA3HAYAACH AU DKW 1U3yMad
B3POCABIM HAH ACTAM, IAIIIEHTAM C IIPOIPECCUPYFOIIEIT
TMA u TAKEABIM OCTPBIM ITOBPEKACHHEM IIOYEK, Tpe-
OYIOIIIM AMAAN3HOM TEPAIHH, HAU C OOACE AAUTEAD-
HBIM TEUYEHHEM 3a00AEBAHUA, IIPHBEAIITIM K OYEBUAHBIM
npusnaakam XITH B pesyapTaTe pesucTeHTHOCTH K TEpa-
i C311, a Takske marenTam ¢ IAa3MO3aBUCUMOCTBIO,
B IoaaBAstromneM OoabrruacTBe caygaes (80-93%) ae-
YCHHE IPUBOAUAO K AOCTIKEHHIO T€MATOAOTIIECKOM
PEMHCCHH M YAVYIIEHUIO (DYHKIIUHU ITOYEK (BIIAOTH
AO HCYE3HOBEHHA ITOTPEOHOCTH B AHAAH3E) C €€ ITOA-
HOI HOpMaAM3anueil y HeKOTOPhIX OOABHBIX |5, 6, 19].
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CoraacHO AAHHBIM IIPOCIEKTUBHBIX ICCACAOBAHUH,
IIOKA3aTEAH BOCCTAHOBACHHSA ITOUEIHON (DYHKITHN OKa-
32AHCDH Y ACTECH BBIIIIC, YEM Y B3POCABIX: Ha 20 HeAeAe
aevernst pCK® yBeanunaacy Ha 64 Ma/muu/ 1,73 M2
vs 29,3 ma/mun/ 1,73 M2 coorsercrBerno. Toabko y 9%
(2/22) acereit u 12% (5/41) B3pOCABIX Yepe3 roA Ipo-
BEACHUA TEPAINU IK)1U3)MaboM COXPAHANACH TTOTPED-
HocTh B Amaanse [20, 21]. ITpu aTom uncao manuenTos,
y KOTOPBIX IIPOH3OIIAO BOCCTAHOBACHHE (DYHKIINN
IIOYEK, BO3PACTAAO 110 MEPE YBEAUIEHHSA IIPOAOAKHI-
TEAPHOCTH ACYCHUA DKILIUYMaAGOM, ITO AAET OCHOBAHILS
AAfL TIPOAOAKEHISA TEPAITHN AQKE B CAYIAAX HEYAOB-
ACTBOPHTEABHOIO OTBETA HA MHUITHAABHBIN MCCAIHbIN
kypc [3].

Takim 0O6pa3oM, UMEFOIIHECH AAHHBEIE AAFOT OCHO-
BAHUSA PACCMATPHUBATD IK).143)Mad KaK IIperapar ep-
BOIl AMHIHU AASl ACYCHIS ITEANATPHYECKIX ITAIIIEHTOB
¢ al'VC 1 B3poCcABIX OOABHBIX C PEIHAMBOM OOAE3HH,
4 TAKXKE ITAA3MOPE3HCTCHTHBIX AU IIAA3MO3ABUCHIMBIX
[6, 7].

V mpeacTaBACHHON HAMU OOABHOM Tepartust Dxyii-
3yMabom, HadaTAA IO KU3HEHHBIM ITOKA3AHUAM YEpe3
8 mecares (10.06.12 1.) ot AeOroTa OOAC3HI, HE TOABKO
00eCIeYHAa IIOAHYIO IFeMaTOAOTHYECKYIO PEMICCHIO
TMA, HO U HpuBeAa K BOCCTAHOBACHHIO (DYHKIINN
mogek mocae boaee gem 180-auesroit anypum. [Tossae-
HEE AUYPE3a OTMEUCHO IIOCAE OKOHYAHUS HHAYKIIIOH-
HOI pa3sl AedeHnd, a uepes 3,5 mec pebeHOK 1mepecTan
HY/KAQTBCA B AUAAH3E, AAMTEABHOCTD KOTOPOTO K TOMY
momenty coctasraa 10 mec. Teparma Dxyrusyrmabor mo-
3BOAHAQ TAKKE OTKA3ATHCHA OT IIAA3MOTEPAIIMH U IIpe-
AOTBPATUTD IIPOIPECCUPOBAHNE TAKEABIX IIPOABACHHI
cucremuoit TMA. [Tosaree Hagano TapreTHoOM Teparum
y HAIIICH OOABHOM OBIAO CBA3AHO C OTCYTCTBHEM PErU-
crparnn B Poccunr Dxyvruzymaba Kak CpeacTBa AASL Ae-
ugenns al VC. Caeayer HOAYECPKHYTH, YTO B HACTOSAIIICE
Bpemsa rpopoaxuteabHoCcTs 31T v mpeacraBaermOm
HAITMEHTKH ABAAETCA HAMOOABIIIEH U3 TEX, IIPU KOTOPBIX
npuMenenue Dxyusymaba 0kazaroch 9PdEKTUBHBIM
B OTHOIIIEHUU BOCCTAHOBACHUSA (PYHKIIUU ITOUCK.

3a Bece mepuoa HaOAIOACHHA (56 MECAICB) B XOAC
AedeHus IK)1u3yMabor He OTMEIEHO HU OAHOIO pe-
muansa al VC. Tlpu npucoeannennn nadeknnii yse-
AMYHBAACSH HHTEPBAA MCKAY BBEACHHAMU IIPEIIapaTa,
no npu sroM CH50 ocrasasace Hyaesoit. B nacrosree
Bpems y marpenTkn pCK® (79,6 Ma/mun/ 1,73 M?) co-
orsercryer XbII 2 cr., Hapyrenne OyHKIHHE IOYEK
ne nporpeccupyer. CocrosHme ACBOYKM CYIIECTBEHHO
VAVUIIHAOCH: PEOCHOK CTAA MHTCHCUBHO PACTH, IPU-
OaBAATD B BECE, YAVUIIUACA AIIIIETHT, PEYEBOE PA3BUTHE
II0 BO3PACTY, HOPMAAU30BAACA AHEBHOH U HOYHOI COH.

Hecmorps Ha cyrecTBeHHOE yAydIieHIe (PYHKIHN
IOYeK, y peOeHKa COXPAHAIOTCA TPYAHO KOHTPOAU-
pyemas apTepHuaAbHas IHIIEPTECH3UA, OOYCAOBACHHAS
axkTEBanuei AokaApHON moveynoii PAC BcaeacTBrE
AAHTEABHON HIIIEMHH IIOYCK, O YCM CBHACTCABCTBYCT
CTOMKO IOBBIIIICHHAS AKTHBHOCTh PEHUHA ITAA3ME,
AAQTAIINOHHAA KapAnoMuOIaTrA. MOKHO IT0AAraTh,
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9TO CBOEBPEMEHHOE HA3HAYCHUE IK)143)Maba TI03BO-
AHMIAO OBI H30€4ATh HE TOABKO TAAKEAOTO HOBPEKACHMUA
IIOYEK, HO ¥ PA3BUTHA CEPACUTHO-COCYAUCTEIX OCAOKHE-
HHI B ITOCACAVIOITIEM, TaK KAK M3BECTHO, YTO UX PHCK
orpeAeAsieTcss MOAEKYAAPHBIM Aedpextom. FIsBecTHO,
gro y manuentos ¢ myraruavmu CHH, C3, CFB, a taxxe
anti-CFH anTuresaMu cepA€9HO-COCYAHCTBIE PACCTPOIi-
CTBA OCOOEHHO YACTHI, IPUYEM OHH MOTYT PA3BUBATHCH
KaK B ACOFOTE OOAE3HU, TaK U IPUCOCAUHHUTECS IIO3KE
[22]. B mmeAoM e oCTpbIe MAU XPOHHYECKHE CEPACTHO-
COCYAHCTHIE OCAOKHEHHUA HaOAroAaroTca mmpu al'VC
B 3-10% cayuaes [23].

[Topamxenue cepama npu al'VC acconuuposano
€ HEOAATOIIPUATHBIM IIPOrHO30M [3, 4]. V Hareil maru-
EHTKH B MOMEHT OCTpOro anu3oAa TMA Opiaa anarmo-
CTHPOBAHA AMAATAIIMOHHAS KapAroMuonaTus. Oka3bl-
BACTCS, YBEAITIEHHE OOBEMA ITOAOCTH AEBOTO KEAYAOUKA
U CHIZKEHNE (OPAKIINHI BEIOPOCA Y IAIIHEHTOB B IIEPHOA
akTEBHOCTH TMA COIPAKEHO C ITOBBIIEHHBIM PHCKOM
PA3BUTHA XPOHIYIECKON CEPACIHOH HEAOCTATOUHOCTH
u cmepru. Eme oAHEM HEOAArOIPUATHBIM IIPOTHO-
crIdeckuM PaKTOpoM y peOeHKa OBIAO YAAUHEHIE HH-
tepsasa QT o OKI, koTopoe ABAAETCA IIPEAUKTOPOM
(baTaABHBIX HAPYIIEHUI PUTMA, YTO, B CBOIO OUEPEAD,
MOZKET IIPUBECTH K BHE3AITHON cMepTH OOABHBIX. B 11o-
caeayrorneM Ha hoHe acdeHus Dxyrusymator Qpaxius
BeIOpoca u naTepBar QT HOpMaAH30BaAKCH, COXpa-
HAETCA AMAATAIIAA ACBOTO KEAYAOUKA.

Takum 00pPa3oM, MBI ITOAATAEM, YTO BEPOATHOCTD
BOCCTAHOBACHHA (DYHKIINU ITOYEK, IIPEAOTBPAIIEHIA
MAN YCTPAHEHUA OPraHHON AMC(YHKIINN TEM BHIIIIE,
9eM paHbllle HadaTa Tepanus Jxyusymabom. Vicxoad
U3 3TOT0, MOKHO ITPEAIIOAOKHUTD, ITO OCHOBHOM OCO-
6ernocrpio Teuenusa al'YC y mpeacTaBAeHHOI marm-
EHTKH SBUAOCH AOCTHKEHUE PEMHCCHH 3a00AEBAHIA
BOIIPEKH COYETAHHIO HECKOABKHX ITPOTHOCTHYECKH
HeOAaronpuATHBIX (hakTopoB. OTCYICTBHE § ACBOYKH
permanBoB TMA Bo Bpema Aeuenus Ixyusymabom, ne-
CMOTpPA Ha HEOAHOKPATHO IIEPEHECCHHBIE HH(EKITHH,
AKTUBHPYIOINNE KOMIIAEMEHT, YKA3BIBAET HA TO, UTO
HCIIOAB3YeMasA AO32 IIPerrapaTa ObIAd AOCTATOUHOM AAS
OAOKHPOBAHUA TEPMUHAABHOIO OTAEAA KOMIIACMEHTA.

3akAroueHue

Taxum 06pazoM, IPEACTABACHHOE HAOATOACHIE HA-
AIOCTPHPYET BBICOKYIO 3((DEKTUBHOCTD DKy 1u3yMaba
B AEUECHHH KOMITAEMEHT-orocpeAoBanHoil TMA aaze
B CAyYae OTCPOUCHHOIO HadaAa Teparun. Kommaement-
HMHIIONUPYIOIIAs TEPAIIA B AAHHOM CAYYae ITO3BOAHAL
HE TOABKO COXPAHHTD KH3Hb ITAIIHEHTKE, HO M C AO-
CTHIKEHHEM AAUTEABHON peMuccHr 3a00AEBAHHA CY-
IIIECTBEHHO YAVUINUTD (DYHKIINIO ITOYEK U OOECIIEUNTH
XOPOIIIEE KAYCCTBO JKU3HIU, ITO ITO3BOAACT B HACTOSIIIHI
MOMEHT CHATH BOITPOC O IIPOBEACHHUH TPAHCIIAAHTAIIII
IIOYKH. B cBA3H ¢ OATBEPHKACHHON reHETHIECKOH My-
ranueir CFH AeBouka Hy:KAQ€TCH B ITOKU3HEHHOI Te-
paruu Dy su3ymabom, OTMEHA KOTOPOTO MOKET CIIPO-

HabnioneHns 13 npakmku

BorposaTh perAns al'VC, 9T0 COIPAKEHO ¢ PHCKOM
KHU3HEYTPOKAFOIIIX OCAOKHEHHH. AAS OIIpeACACHHA
3 HEKTHBHOCTH KOMITACMEHT-HHTHOUPYIOICH Tepa-
MU ¥ €€ BAUAHMS HA T€YeHUE 3a00AEBAHUA, 2 TAKKE
onenku 1poruosa al'VC nHeoOXxoAnMo OoAee ITPOAOA-
KUTEABHOE HADAIOACHHE.,
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