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TPAHCIMAAHTALUA NOYKU C NPUMEHEHUEM
KOMNAEMEHT-BAOKUPYIOLLLEN TEPANUU Y MALLUEHTKM,
CTPAAAIOLLEA ATUMUYHBIM TEMOAUTUKO-YPEMUYECKUM
CUHAPOMOM, ACCOLMUUPOBAHHbIM C AHTUTEAAMU

K ®#AKTOPY H: YCNELWHOE NPEAOTBPALLEHUE PELUAUBA
OCHOBHOTO 3ABOAEBAHUS
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ATHNIAYHBIN TeMONUTUKO-ypemuuecknid cuaapoM (al'VYC) — opdanHOE KOMILIEMEHT-0IIOCPEI0OBaHHOE 3a00J1e-
BaHWE, OTHOCAIIEECS K TPYIITe TPOMOOTHIECKHX MUKpoanrronaruidi (TMA), Hepenko peruanBHUPYyIOIIee oCIe
tparcmanTanuy modku (TII). Paree TII cantamack MpOTHBOIIOKa3aHHON U y IETEH, U y B3POCIBIX IMAINEHTOB
¢ al'VC u3-3a BoIcOoKO# (10 50% ¥ BBIIIE) YACTOTHI PAHHUX ITOTEPH TPAHCIUIAHTATOB, CBI3aHHBIX C PEIUINBAMHU
TMA mocne TpaHcIDIaHTaIMy. BBeieHne B KIIMHUYECKYTO IPAKTHKY CIIENU(HIeCKON KOMILIEMEHT-0JIOKHPYIOIeH
TEepanuy yay4dlIuiIo UCXoabl y manueHToB ¢ al'YC 1 MO3BOJMIO CYHIECTBEHHO CHU3UTh PUCK MOCTTPAHCIUIAH-
TaI[MOHHBIX PEUIMBOB OCHOBHOTO 3a00sieBaHus. B cTarhe MpUBOMUTCS ONMMCAaHUE KIMHUYECKOTO HAOMIOICHUS
20-netHeit nanueHTku ¢ al'YC, acCOLMUPOBAHHBIM C AHTUTEIAMH K OCHOBHOMY PETYJISTOPY aKTUBHOCTH KOM-
miemenra — (akropy H, koropoii Obuta BemmonaeHa TII ¢ mpodumakTHueCKuM HCIOb30BAaHHEM JKYIU3yMaoa.
B nocneonepanroHHOM nepuone y 00JpHONW pa3BHIICS HEKPO3 MOYETOYHMKA TPAaHCIUIAHTHPOBAHHOW MOYKH,
MOTPEOOBABIINH BHIMIOIIHEHNSI PEKOHCTPYKTHBHOM OTEPAIiH, a 3aTeM MUEeTOHePPUT TpaHCIIaHnTaTa. HecmoTps
Ha MOCIIeoNepallHOHHbIE OCIOKHEHHS, KOTOPBIE C BBICOKOW BEPOSTHOCTBHIO OBLIM CIIOCOOHBI BBI3BaTh HEKOHT-
POIHMPYEMYIO aKTHBAIIMIO KOMIUIEMEHTa, penuanBa TMA ynanock u30exaTh OJarogapsi CBOeBpEMEHHOMY HX
JICYCHUIO ¥ TPOPHIAKTHICCKOMY MTPUMEHEHUIO KOMILIEMEHT-O0JIOKUPYIOIIEH Teparuy.
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KIDNEY TRANSPLANTATION USING COMPLEMENT INHIBITOR

IN A PATIENT SUFFERING FROM ATYPICAL HEMOLYTIC-UREMIC
SYNDROME ASSOCIATED WITH FACTOR H ANTIBODIES:
SUCCESSFUL PREVENTION OF RECURRENCE OF THE UNDERLYING

DISEASE
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G.A. Generalova’
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Atypical hemolytic-uremic syndrome (aHUS) is an extremely rare complement-mediated disease that belongs to
the group of thrombotic microangiopathies (TMA). It often reoccurs after kidney transplantation (KT). Previously,
KT was considered contraindicated in both children and adults with aHUS due to high (up to 50% and above)
incidence of early graft loss associated with post-transplant recurrent TMA. Introduction of specific complement
inhibitor therapy into clinical practice has improved outcomes in patients with aHUS and has significantly reduced
the risk of post-transplant recurrence of underlying disease. We describe the clinical observation of a 20-year-old
female patient with aHUS associated with antibodies to factor H, a major regulator of complement activation. The
patient underwent KT and eculizumab was used for prophylactic purposes. In the postoperative period, the patient
developed ureteral necrosis that required reconstructive surgery, followed by graft pyelonephritis. Despite post-
operative complications, which were highly likely to trigger uncontrolled complement activation, TMA recurrence
was avoided due to early treatment of the complications and prophylactic use of complement inhibitor therapy.

Keywords: atypical hemolytic-uremic syndrome, eculizumab, kidney transplantation, complement-activating

conditions.

ATHUNUYHBIA T€MOJIUTUKO-YPEMUUYECKUNA CUHAPOM
(aI'VC) — ymerpapenkoe 3aboneBaHue, OTHOCAIIEEC K
rpynmne TpoMOooTHYeckux Mukpoanruonaruii (TMA),
HEPEJKO PELUANBHUPYIOLIEE, B TOM YHCIIE TTOCIE TPaHC-
rranTanuy nouku (TIT) [1-3]. Passurue al'yY C 00ycios-
JIEHO 4YPE3MEPHOM aKTUBALIMEH AJIETEPHATUBHOIO ITyTH
KOMIIJIEMEHTa Ha IOBEPXHOCTH KJIETOK B MUKPOIIMPKYJISi-
TOPHOM pycJie, CBI3aHHOU ¢ TeHETUUECKUMU (haKTOpaMu
(MyTanusMu T€HOB, KOIUPYIOUINX OETKH-PETyasSITOPHI
KOMIUJIEMEHTA) WA C TIOSBIIEHUEM aHTHUTEI K Ba)KHEHTIIe-
MYy PerylIsiTOpYy aKTUBHOCTH KoMIIeMeHTa — (pakropy H
[4, 5]. Kiimangeckn 3a00neBaHme MposBIseTCS TPOMOO-
[IUTOTICHNEH, HBMMMYHHOW MUKPOAHTHOTIaTHYECKOH Te-
MOJIUTUYECKOW aHEMHEH U TIOPAKEHUEM OPTraHOB MUIIIE-
HEH, mpexkie BCEro NMoveK, 1 MMeeT HeOnaronpusTHHIHI
nporHo3. [lanuents! ¢ al ' YC, BEI3BaHHBIM MYTallUsSIMU
reHoB ¢akropa H (CFH), daxropa I (CFI), pakropa B
(CFB), C3-koMIOHEHTa KOMIUIEMEHTa WIIK TPOMOOMO-
nynuHa (THBD), pu HECBOCBPEMEHHON THATHOCTHUKE
W/WITH OTCYTCTBUU CIIEIIM(DUIECKOTO JISUeH S OoJiee YeM
B 50% cirygaeB JOCTUTAIOT MATON CTAIHH XPOHUIECKOM
0one3nn modek (XbI1) mm morubarot B epBbie 3—5 et
ot nebroTa 3aboseBanus [6].

o HenaBHEro BpeMeHu 0CHOBHBIM jieueHueM al 'y C
ObLITa MIa3MOTEPAITUs B PEXKUME IJIa3MOOOMEHa W/WITH
WHQY3Hii CBEXKE3aMOPOKEHHOM TUIa3MBl, IPH aHTHTEIb-
HoM al'YC — B coueTaHuu ¢ UMMYHOCYIIpECCUEH, OHAKO

133

3¢ (GEKTUBHOCTD TAHHOTO BUJIa TepaIiK ObLIa HEI0CTa-
touHOW. HoBbrit 3Tan B tedennu al'yY C OTKpBUIO TOSB-
JIeHHEe CIEeNU(PUIECKOTO KOMIUIEMEHT-0JIOKUPYIOIIETO
mpemapara dKyiau3ymada, IpeaCcTaBIISIONIero co0ou
MOHOKJIOHaJIbHbIE aHTUTeNa NIpOoTUB C5-KOMIIOHEHTA
koMmIuieMeHTa. [IpuMmenenue sxynmu3zymaba crocobc-
TBOBAJIO YJIYUILIEHUIO UCXOA0B y nanueHToB ¢ al' YC, B
ToM ymcie ¢ al'YC, accouMUpPOBAaHHBIM C aHTUTEIAMU
K ¢akropy H [7-9].

HecmoTps Ha qOCTHKEHUS MOCIEIHUX JIET B Jieue-
Hun al'YC, y 4acTu NaIMeHToB ¢ 3TUM 3a00JICBaHU-
eMm pasBuBaeTcs XbII 5-it ctaguu, uTo TpebyeT mpo-
BEJICHUS 3aMECTUTENbHON MoYeuHou Tepanuu. Panee,
IO TIOSIBJICHISI KOMIUIEMEHT-OJIOKUPYIOMIEH Tepanuu u
BBEJICHHS B KIIMHUYECKYIO MPAKTUKY MMPUHIIUIIOB ITOC-
TTpaHCIUTAHTAMOHHOM mpodwmnakTuky, TII canramach
MPOTHBOITOKA3aHHON U y JIeTel, U y B3POCIIBIX IalieH-
ToB ¢ al'YC u3-3a BeICOKO# acToThI (10 50% 1 BEIIIIE)
PaHHUX OTEPh TPAHCIIAHTATOB, CBSI3aHHBIX C PELIUIU-
Bamu TMA nocne Tpancutantauuu [10, 11]. PazBututo
peunauBa al'YC criocoOcTByeT Lenblid psin pakTopoB
MEPUTPAHCIIAHTAIIMOHHOTO TIEpHOAa, CIIOCOOCTBYIO-
X aKTUBAIUHA KOMIIEMEHTA U TIOBPEKICHUIO DHIIO-
TEJIHS: MIIEMUYCCKU-penepPy3nOHHOE MTOBPEKIACHUE,
TYMOpPaJIbHOE OTTOPKeHNE TPAHCIUIAHTATa, TOKCHYHOCTD
MHTHOUTOPOB KanmbitmHeBprHA 1 M TOR-HrHOUTOPOB B
CITy4ae IPEeBHIIIICHHUS TePAeBTUIECKIX KOHIIEHTPAITHii
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B KpOBH, HH()EKIIMOHHBIE OCIOXKHEHHS, B TOM YHCIIE
aKTUBHAs LHUTOMeranoBupycHas uHexnus [12]. Xu-
PYpPruueCcKHe OCIOXKHEHHMSI, TIOBTOPHBIE ONEpPaTHBHEIE
BMEIIIATEIhCTBA TAK)XKE€ MOTYT CIYXXUTh TPUTTEpPAMH
peunauBa al'YC nocne TII. Tem He MeHee OCHOBHBIM
(hakTOpOM, OTIIPEIEISIIONTNM pa3BuTHE penuanBa TMA
MOCJIe TPAHCIUTAHTAINH, CYUTAETCS TEHETHYECKUI TIPO-
(HIH CUCTEMBI KOMIUIEMEHTa, ¥ IMEHHO IT03TOMY OH HC-
MOJB3YeTCs IS CTpaTU(UKALMK prcKka peruansos [ 10].

Puck penmausa al'VC nocne TII pacuenuBaetcs
KaK BBICOKHI MPH HAIHYWW MPEIIIeCTBYIOIIETO paH-
HEro pelrauBa y MalMeHTa WA €r0 POJICTBEHHUKOB,
myTarwii reHoB C3 1 CFB, BRISIBICHIH IaTOTEHHBIX MY-
Talui IPYTUX TeHOB, BOBJIEYEHHBIX B pa3BuTHe al YC;
CpeaHHi — npu u3oaupoBaHHoM MyTaruu CF/, HU3KOM
ypoBHe aHTUTeN K PakTopy H, orcyTcTBum uaeHtudu-
LMPOBAHHBIX MyTallM{ WM IPU BBISIBJICHUU MyTallUU C
HEM3BECTHBIM d(PPEKTOM; HU3KUH — ITPU U30JTHUPOBAHHOM
myTtanud MCP vy JUITENbHOM TIEPHO/Ie HETaTUBHBIX
anti-CFH anturen [13]. Ilo coBpeMeHHBIM TIpeiCcTaB-
nenusM, nanuentaM ¢ al'YC, uMeIonuM BBICOKUHM U
CpEeIHUI PUCK pelIMANBA, ITpH BbinonHeHuu TII nomkHa
MPOBOAUTHCS MPODUIAKTHKA IKYITH3yMaOOM, KOTOpas
yKe TI0Ka3alia BEICOKY0 3(pQEeKTHBHOCTh B IPEIOTBpa-
LIEHUH NOCTTpaHcIiaHTaunoHHo TMA, B ToM uucine
TIPY TIOBTOPHBIX ortepanusx [2, 13—15]. Y perunuenTos,
He MOTy4YaBIINX MPOPUITAKTUYIECKOH KOMITIIEMEHT-010-
KUpYIOLIeH Tepamnuu, SKyIn3yMad MOKET ObITh YCIEITHO
HCIIOJIb30BaH B KAU€CTBE «Teparuy CliaceHUs» MpH yKe
pPa3BUBLIEMCS] MOCTTPAHCIUIAHTAIIMOHHOM PEIUIUBE
al'VC [16]. O4eHb CIOKHBIM U €IlIe HE PELICHHBIM SIB-
JISIETCS BOTIPOC O BOBMOKHOCTH U CPOKAX OTMEHBI IKYITH-
3ymaba mocie TI1, mockomsKy BpeMsi BOSHUKHOBEHUS U
TSOKECTD PEIUINBA TIOCTIe PEeKpaIieHus OJ0KUPOBAaHUS
KoMIUTeMeHTa y 00ibHBIX al Y C Henpencka3yemsl, a st
NPUHATHS pelieHust 00 oTMEeHe mpernapara TpeOyeTcs
Oonee ToyHas crparuduKanmsi pucka u 3pdekTuBHBIC
CTpaTeruu MOHUTOPHHTA, KOTOPBIE TIOKa HE pa3padoTa-
HbI [17]. TTaiiueHTsI ¢ BBICOKMM PUCKOM PELIUIUBA, OCO-
OCHHO TTOTEPSBIINE TEPBBI PECHANBHBIN TPaHCIIAHTAT
n3-3a peruansa al ' YC, He ABIAIOTCS KaHAUIATaMHU HA
OTMEHY KOMILJIEMEHT-ONOKHpYIoiero neuenus. [Ipen-
cTaBisieM COOCTBEHHOE KIIMHUYeckoe HaOmonenue TI1
y HalUeHTKU ¢ aHTuTenbHbIM al Y C.

Hayuenmxa JI., 1997 2. posicoenust, 3abonena 6 uione
2003 2. (8 so3pacme 5,5 2o0a), ko20a nocie neperecen-
HOU AH2UHBL PA3BUNACH AHEMUS, MPOMOOYUMONEHUs,
ocmpoe nospeacoenue novek (OII). B uone 2003 .
0e6ouKa ObLIA 20CHUMATUIUPOBAHA 8 TNAICETIOM COCHO-
AHUU 8 peaHuMayuouHoe omoeinenue Llenmpa epasu-
MAYUOHHOU XUpYpeuu Kposu u cemoouaiusa emckotl
20POOCKOU KIUHUYECKOU OONbHUYbL C81Mo20 Braoumu-
pa (2. Mockea). uacnocmuposan al Y C, npogoounacs
UHMEHCUBHASL Mepanusl, NOBMOPHbIE CEAHCbL 2eMO0Ua-
Gurempayuu u naasmaghepesa. Ha gporne neuenus bviia

00CMUSHYMAa HeNnoaHas KIUHUKO-1ab0pamopHas pe-
MUCCUSL, YPOBEHb KPEAMUHUHA Cbl8OPOMKU CHUZUACSA 00
170—180 mrmonw/n. Yepes 1,5 mec., 6 cenmaope 2003 2.,
paszeuncs nosmopnuwiil dnu300 TMA, nompebosasuiuii
npoeedenust niasmomepanuu (niasmagepes u ungysuu
CBEIHCE3AMOPOICEHHOU NILAZMYL).

Ha npomsisicenuu nocaedyrowux 10 1em oesouxa na-
onooanacy y negpponoza ¢ CK® 44—48 mn/mun/1,73 1,
npu 5MOM HOCMOSAHHO Pe2UCMPUPOBANACH AHEMUS C
yposrem cemoenobuna 90—100 2/n u mpomboyumonenus
(konuuecmeo mpomboyumos 100—180 x 10°/1). [Tocme-
HEeHHO CHOPMUPOBATACH CMOUKAS APMEPUATbHAS 2Uunep-
men3us, yposerv A/l nosviuancs 0o 160/85 mm pm. cm.
C yenvio koppexyuu AJ] u Hehpponpomexyuu nayuenmra
onumenvHo noayyana uneuoumopwol AII®. Yposeno CKD
8 meyeHue 3Mo20 8peMeHy 0CMAasalcs CMAaOUIbHbIM,
ooHaxo 6 2013-2015 2. nauanocy omnocumenvHo ovic-
mpoe CHudiCeHue KIupeHca kpeamutuna — ¢ 45 00 25 ma/
mun/1,73 M 3a 2 200a.

B mae 2015 2., uepes 12 nem nocne dedroma 3adone-
BaHUS, NAYUEHMKA ObLIA NOBMOPHO 20CHUMAIUIUPOBAHA
6 L{enmp epasumayuoHnol Xupypauu Kposu u 2emooua-
qauza JITKF ce. Bradumupa. s ucknouenus mpomoo-
MUecKou mpomooyumonenuiecKol nypuypsl UCcieoo-
sana axmusrHocmo memanionpomeunasvl ADAMTSI3
6 naasme Kposu, komopas cocmaeuaa 78% om ypos-
HSl GKMUBHOCMU OAHHO20 (hepMeHma 8 KOHMPOLbHOLL
nnasme. I emMonumuyeckas akmueHOCMb KOMNIEMEHMd
okaszanaco nogviuennou — CH50 — 1:256. Ilockonbky
NOABULACH BOZMOJICHOCTL nposedenust ¢ Poccuu oan-
HO20 uccnedosanus, y 601bHOU 6nepeavle Ovll onpedenen
ypoegenv aumumen k paxmopy H, cocmasuswuii 1041 %
Om COOMBEMCMBYIOU €20 NOKA3AMesi 8 KOHMPOTIbHOU
CblBOpOMKe, NOAYUEeHHOU NPU CMeuwUsarHuy oopasyos
CbIBOPOMKU 300P08bIX 00HOPOo8. Hccredosanue 6blio
npo6edeHo NoBMOPHO uepes 3,5 mec.. yposeHs aHmumer
K pakmopy H coomeemcmeosan 1975%. Taxum obpa-
30m, noomeeparcoen anmumenvuwiti xapaxkmep al Y C.

B cenmsabpe 2015 2. 6vi1a npogedena Heghpobuoncus.
Buisasnenvt svipasicennvle ckiepomuieckue usmMeHeHus
KYOOUKO8 U KaHaibyes Ha (poHe OUCHIA3UU NOYeK U
cneyugpuueckue usMeHeHUs apmepuii — unepmpousi
MBIUEUHO20 C0S apmepuoi, MyKouoHoe Habyxanue u
CKAepO3 UHMUMbL. 3aKI0YeHue no MOPHOI0SULECKOMY
UCCNIe008AHUI0 NOYEYHOU MKAHU: (POKATbHYIL 2100a1b-
HbIU U Ce2MEHMAPHBILL 21OMEPYIOCKIEPO3, 8ePOsmMHee
6cezo, smopuunsli. Kucmosnas oucniasus nouex. Kom-
MEHmapuu: U3MeHeHUs CoCy008 Mano2o Kaiubpa He npo-
musopeuam ouaenozy al YC (puc. 1, 2).

C yuemom 0ocmamouno ObICpo20 CHUMICeHUs no-
YeYHOU QYHKYUU, HATUYUS NPUSHAKOE MUKPOAHSUONA-
MUYECKOU 2eMOTUMUYECKOU aHeMUU NPUHAINO PelleHUe
¢ yenvio Kynupogarus akmusrnocmu TMA, mopmodicenust
npoepeccuposanusn XbII nauamvs mapeemunyro komnie-
MEHM-ONOKUPYIOWYIO Mepanuio npenapamom dKyau3y-
Mmab. B okmsabpe 2015 2. nayuenmxa docmuena 18-nem-
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He20 603pacma u nepeuiia noo HabooeHue Hehporo2os8
MOHUKH um. M.®@. Braoumupckoeo. Ilocne saxyu-
Hayuu NPomue MeHUHZOKOKKOBOU uHpexyuu 6 Hosope
2015 2. Hauamo 6sedenue 3KyrUYMaAbaA no obwenpu-
HAMOU 071 83pocavlx cxeme: 4 esedenus no 900 me ¢
unmepeanom 7 OHell, namoe 86e0eHue uepes Heoelo 8
0o3ze 1200 me u danee no 1200 me c unmepesanom 2 nede-
au. Ha ¢hone neuenus enepesuie 3a mnozo nem nabniooe-
HUSL OMMEYEHO UCHEe3HOBEeHUe AHEMUU U HOPMATUZAYUSL
YposHs. mpomboyumos: 6 oexabpe 2015 2. 2emoanobun
125 2/n, sapumpoyumer 4,6 x 10"/n, 2emamoxpum 0,38,
mpomboyumer 210 % 10°/1, 00naxo coxpansiucs npusna-
KU CEPbEe3HO20 NOPAICEHUSI NOYEK CO CHUIICEHUEM NoYey-
HoU yHKyuu — cymounas npomeurnypus 4,36 e, mouegu-
Ha cvisopomxu 15,8 mmonw/n, kpeamurun 330 mxmons/n,
CK® ¢ npobe Pebepea 20,5 ma/mun. Bvinia npodonscena
KOMNLEMEHM-O0KUPYIOWas mepanus, K COHCALEHUIO, C
nepepuvieamu u3-3a nepeboes ¢ NoIyueHuem npenapama.

B cea3u ¢ oanvretiwum nocmenennviM CHUdMICEHUEM
CK® 00 1415 mn/mun/1,73 m’ 6 okmsabpe 2016 2. 6 nna-
HOBOM NOPSIOKe ObLIA CHOPMUPOBANA APMEPUOBEHOZHASL
ducmyna. B oexabpe 2016 — ansape 2017 2. nayuenmxa
NePeHecia MAdCENYI0 OCMPYIO PECRUPAMOPHYIO 8UPYC-
HYI0 UHGDeKYUI0, CNPOBOYUPOBAGULYIO CPBIE OCAMOY-
HOU QyHKYUU NOUEK ¢ OLICMPBIM POCTOM ChIBOPOMOY-
Ho20 Kpeamunuua 00 700 MKMOab/1, MOHegUHbBL — 0O
35 mmonwv/n, 6 cesizu ¢ wem 6 sneape 2017 . 6vLi0 Hauamo
JleYeHue NPOSPAMMHBIM 2EMOOUATUZOM. DKCMPAPEHATb-
Hoix nposenenui al ' YC ne 6bi10, U mepanus Kyau3y-
mabom bvlna npexpaujena. Yepes 6 mec. nocie nauana
OUATUZHO20 TeYeHUst NAYUEHMKA ObLIA GKIIOHEHA 8 TUCH
0HCUOAHUSL MPAHCHAAHMAYUYU NOUKU.

14.12.2017 &. 6vina svinonnena nepecaoxa NoYKu om
00HOpa co cmepmbio Mosea. Ilockonvky puck peyuousa
al’YC 6 nocmmpancnianmayuoHHom nepuooe pacye-
HeH Kak evicokull (pannuti peyuoue TMA 6 anamnese,
nepcucmupyiowue 8blCOKUe mumpvl aHmumen K (ax-
mopy H), nauamo npoghunakxmuueckoe egederue 3Ky-
ausymada. Ilepsoe esedenue npenapama é 0oze 900 me
8bINONHEHO 3a 4 yaca 0o penep@y3uu OOHOPCKO20 opea-
Ha, emopoe sgederue maroice 6 0oze 900 me — 6 nepguvle
cymxu nocie TII (uepesz 12 uacos nocie penepysuu),

Puc. 1. buornrar HaTHBHOW MOYKH: KIyOOYEK C CerMEHTap-
HBIM CKJIepo30oM (cTpenka) u 6e3 nponudepaTuBHbIX U3Me-
Henuit. PAS*100

Fig. 1. Biopsy of the native kidney: the glomerulus with
segmental sclerosis (arrow) and no proliferative lesions.
PAS*100

Puc. 2. buontar HaTUBHOM MOYKU: MUKPOKHCTO3HAsI TPaHC-
(hopmarms KaHaJIbIA. ApTepHst MaJIoro Kaauopa 6e3 ocobeH-
Hocreit. PAS*100

Fig. 2. Biopsy of the native kidney: microcystic transformati-
on of tubulus. A small artery is unremarkable. PAS*100

nanee mo 1200 mr
KaKIple 2 HeJeNn
01 8 15 22 29 43 57 71

CyTKI/I IIOCJIC TPpAaHCIJIaHTAlluX ITOYKH

Puc. 3. Cxema npoHIaKTHIECKOTO IPUMEHEHUS SKYIM3yMada P TPAHCIUIAHTALMN ITI0YKH Y HAlMEHTKU C aTUITUYHbBIM T'e-
MOJIUTHKO-ypeMuueckuM cuaapomoM. TII — TpaHcIIaHTanus TOYKH

Fig. 3. Scheme of prophylactic use of eculizumab for kidney transplantation in a patient with atypical hemolytic-uremic syn-

drome
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Puc. 4. Yaprpa3ByKkoBas KapTHHA PEeHAJIHHOTO TPAHCIDIAHTA-
Ta: MOUYEBOH 3aTeK (CTpeIKa)

Fig. 4. Ultrasonogram of the renal transplant: urinary leakage
(arrow)

samem ewje 4 6gedenus ¢ unmepsanom 7 oueti no 900 me
(ra 8, 15, 22 u 29-e cymku nocie mpancniaumayuu), 3a-
mem 1200 me 6 35-e cymxu, u 6 oanvhetivem no 1200 me
c unmepsanom 2 Hedenu (puc. 3).

HmmyHnocynpeccus gxaroyana uHOYKyuio OA3UIUK-
cumadbom 6 0-ut u 4-11 oenwv nocne TIl, seedenue memu-
npednuzonona 500 me na onepayuonHom cmoine, UCNob-
308aHUe NEPOPANbHO MAKPOIUMYCA OIsi OOHOKPATNHO20
npuema 6 HauanvHou ooze 0,15 me/ke/cym, mogemuna
muxopenonama 2 2/cym (crHudicenue 0o 1 e/cym uepes
2 nedenu nocie onepayuu), npeonusonona 30 me/cym c
NOCMeNneHHbIM CHUdCeHUuem 003bl. IIpodunaxmuxa un-
DEKYUOHHBIX OCLONCHEHULL OCYIUYeCMBIANACH AHMUOUO-
MUKOM U3 2pYynnbl YeparocnopuHos, 8aneanyuKio8UpPoM
¢ 10-20 ous nocne TIl, mpumemonpumom-cynvghame-
MOKCA30IOM.

DyHKYUA MPAHCHAAHMUPOBAHHOU NOYKU ObLIA Nep-
suuHoll: ¢ nepgwvix cymok nocie Tl ouypes npegvicun 2 1,
uepes 3 OHsL YPOBEHb KPeAMUHUHA Cbl8OPOMKU COCMABIISL
170 mxmonwv/n, uepes 5 ouetl u oanee — 70—-80 mxmonw/n.
B paunnem nocneonepayuonnom nepuooe noxazamenu
eemoznobuna — 86—102 2/n, mpomboyumos — 139—228 x
10°/n, cymounoti npomeunypuu — 0,16-0,25 2. Konyenm-
Payust maKpoaumMyca 8 Kpogu 00OCmamoyHo CImaduibHa —
12,6-6,8-9,3-7,8—-6,2—7,9 ne/mn.

Ha 13-e cymku nocne TII svinonneno 6e3 mexwu-
YeCKux npoodem niaHogoe yoaieHue MoYemoYHUKO8020
cmenma. Yepes 080e cymok nosiguaucs 00U 8 HUMCHUX
omoenax HCugoma, CHudceHue ouypesa meuee 1 a/cym,
ymenbuenue Kauperca kpeamununa (CK® 3a 2 Ons
crusunace ¢ 90 0o 68 ma/mun), 00HAKO YpoGeHb Kpea-
MUHUHA 8bIpOC HesHauumenvbHo, ¢ 80 0o 90 mxmons/n.
Ilpu Y3U mpancnianmama 6visignen mMouegoti 3amex
(puc. 4). Dxcmpenno evinonnena onepayusi — pesusus
ROCIeoNepayuorHOU pansl, MPAHCHIAHMAMA: MPAHC-

NIIGHMUPOBAHHAS NOYKA PO308020 YBemd, mypeop Hop-
Manohblll. Mouemounuk gvloenen Ha NPOMANCEHUU Om
MOY€B020 NY3bIpst 00 NOXAHKU, OIeOHO-Cepo2o ygema, ¢
yuacmkamu Hekpo3a. Bvinonneno nanodcenue neonue-
JIOYPEMePOaHACTNOMO3A C MOYEMOYHUKOM COOCMBEHHOU
7180l NOYKU C UCHONb30BAHUEM CMEHMA, NOCae 4e20
omMmeueHo 80ccmanosiierue ouypesa. Ycyeyonenus ave-
muu, mpomboyumonernuu, pocma JI/[I ne nabarooanoco.

Tlocne pekoncmpykmueHOU onepayuy u3 Moyu gbice-
sancs Enterococcus faecium 10° KOE/mn, uyecmeumenn-
HbLU K 6AHKOMUYUHY. Bblio nposedeno neuenue smum
AHMUOUOMUKOM, NOCTLE He20 MOYa CIANLA CMEPUTbHOIL.
Ha 35-e cymku nocne TII nayuenmxa Ovina gvinucana
U3 CMmayuorapa 8 y0081emeopumenbHOM COCIMOSHUU C
ouypeszom 2, 1-2,3 n/cym, HOpManbHbIMU NOKA3AMENAMU
0bwe2o ananuza mouu, cymounou npomeunypueti 0,08 e,
VPOBHEM MOUEBUHBI CLIBOPOMKU 4,3 MMONb/I, KpeamuHu-
Ha 70 mxmonw/n, JII" 192 Eo/n. Coxpansnace nocieone-
PAYUOHHAS aHeMUS — 2eMO2T00UH KOeOACs 8 npedeiax
86-93 2/n, oonako yposenvb mpomooOyumos ocmasaics
6 npedenax nopmol — 199-246 x 10°/1. Konyenmpayus
MAKPOIUMYCa 6 Kpo8u npu evinucke — 7,9 He/mi.

Ha 53-e cymku nayuenmke 6vinonneno niaHogoe
yoaneHue MOYemoYHuUK08020 cmeuma. B denv onepa-
yuu eemoenobun 111 2/n, mpomboyumer 169 x 1 0°/n, 6
00wem ananuze mouu neuxoyumsl 2—3 6 n. 3p., Mouesu-
Ha colgopomku 6,4 mmonw/n, Kpeamunun 70 MKMOIb/IL.
Ha mpemovu cymxu nocne yoanenus cmenma y nayu-
EHMKU OMMeueHO NosbluleHUe MeMnepantypsl meia 0o
38,5 °C, nomymuenue mouu, nevxoyumypus. I emozno-
oun cvigopomiu cocmaesnsin 117 2/n, netikoyumor 15,8 X
10°/n, HO npu 5mom ommeueno CHudICeHUe KOMUYecmea
mpomboyumos 0o 85 x 10°/1, umo 6110 pacyeneno kax
803moocHoe nawano peyuousa al YC. Ha ¢one anmu-
baxmepuanvHou mepanuu Kapoanenemamu nposedend
ouepeonas ungysus sxyausymada ¢ 0oze 1200 me besz
ocnoxcrenull. Aenenus nueioneppuma mpancnianma-
ma ObLIU OLICMPO KYRUPOBAHDBL, YPOBEHb MPOMOOYUIOE
noewicuncs 0o 159—180 x 10°/1 u 6onvute ne cnusicancs.
Camouyscmesue nayuenmyu 0Cmasaiocs Y0081emeopu-
MeNbHbIM, QYHKYUA PEHAIbHO20 MPAHCNIAHMAMA He
Hapywanace. [layuenmka 6vina evinucana Ha amoyna-
MopHOe Jleyene ¢ HOPUATbHBIMU KIUHUKO-OUOXUMUYe-
CKUMU NOKA3AMENAMU U HOPMATbHOU VIbMPA38YKOOU
KapmuHOUl NOYeYHO20 MPAHCIIAHMAmA.

Ilpu konmponvrnom obcnedosanuu eectou 2020 2. y
nayueHmKu yposens cemo2nobuna 129 &/n, cemamoxpum
0,39, mpomboyumor 253 % 10°/1. B obusem ananuze mouu
benok ne oonapyscen. Cymounasn npomeunypusi— 0,01 2.
Yposenv kpeamununa cvigopomxu 88 MKMOb/1, KOHYEH-
mpayus. maxkpoaumyca 8 kposu — 6,9 ne/mi. Inuz0006
nuenoHe@puma mparcnianmama e ooiio. Ilayuenmxa
npoooadcaem NOIyuaAms CMAHOAPMHYIO UMYHOCYNpeC-
CUBHYIO mMepanuio maxkpoIuMyCcom, NPeOHU30JIOHOM U
npenapamom u3 epynnsvl MUKOQeHonamos, a maxaice
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KAMHNYECKWME HABAIOAEHWS

KOMNJLEMEHM-ONLOKUPYIOWYIO Mepanuio dKyIu3ymabom 6
0o3ze 1200 me kadxcovie 06e Heoelu.

OBCYXAEHMUE

[IpencraBnenHoe HaOMIOAEHNE JEMOHCTPUPYET BO3-
MOKHOCTb JIJINTENIbHOTO TeueHus al Y C co CHIDKEHHOI,
HO OTHOCHTEIBHO CTaOWIbHON (PyHKIMEH movek, He-
CMOTps Ha NPOJOHKAIOIIYIOCS HEAOCTATOYHO KOHTPO-
JUPYEMYIO aKTHBALIMIO CUCTEMbI KoMIuleMeHTa. [locie
HEPBBIX JBYX SIBHBIX 311130710B TMA, IaToreHeTHIecKoe
JIEYEHUE KOTOPBIX IIPOBOIMIIOCH C TIOMOLIBIO INIA3MOTE-
panuu, mIpoM30IILUI0 YaCTUYHOE BOCCTAHOBIICHHE ITOYey-
HOM (yHKkuMU. B nanpHeiieM nanyeHTKa B TCUCHUE
JECATH JIeT TMOoJIy4asia TOJIBKO HeQpOMPOTEKTUBHYIO
tepanuio uaruoutopamu AIl®, npu stom CKD coxpa-
Hsnach Ha ypoBHE 44—48 mu/mMuH. OHAKO MIPU 3TOM
MEPCUCTHPOBAJIa aHEMUSI, YMEPEHHasi TPOMOOLUTOIIE-
HUS, YTO KOCBEHHO MOATBEPIKIAaeT HAJINIHE MOCTOSH-
HOTO CYOKIMHMYECKOTO MHUKPOAHTHOIATUYECKOTO Te-
Monn3a. HazHauenue skynn3ymada rmocie HauaBIIerocst
OBICTPOTO CHIKEHHS (DYHKIIMH MOYEK CIIOCOOCTBOBAIIO
YIYYIIEHUIO TeMaTOJOTUYECKUX MOKa3aTelled, HO He
IPEeIOTBPATHIIO MPOTPECCUPOBAHUE TOYEIHON Hemo-
CTaTOYHOCTH A0 TEPMHUHAJIBHON €€ CTaJuH, YTO COOT-
BETCTBYET JAHHBIM MEKIYHAPOAHBIX MCCIEIOBAHHUNA O
HanOoJIee MOJTHOM BOCCTaHOBJICHUH MTOYEYHON (YHKIIUH
TOJIBKO PH paHHEM Hauasie TapreTHoi Tepanuu [18, 19].

ITpu TII, HECMOTpS HA CaMBbIil TIATENIBHBIN OAXOL
K cCaMmoil omnepauuy ¥ MociIeonepaliOHHOMY BEICHHIO
MAIMEHTOB, HEBO3MO)XHO MOJHOCTBIO MPEJOTBPATUTD
IPEBBILICHUE LIEJEBBIX KOHUEHTPAUUH HHIHOUTOPOB
KaJbI[MHEBPHHA B KPOBU M Pa3BUTHE XUPYPIHUECKUX,
YPOJOTHYECKUX, MHPEKIIMOHHBIX OCIIOKHEHUH Y 4aCTH
OonpHBIX. [IpH 5TOM XOpOIIO U3BECTHO, UTO JTH000E M3
MEPEYUCIICHHBIX COCTOSHUN CIIOCOOCTBYET aKTHBALIUU
KOMIUIEMEHTa U MOJKET HOCITYKUTh TPUTTEPOM PELIINBA
al'YC ¢ napymennem GyHKITUH pEHATLHOTO TPAHCILIaH-
Tara v JJaKe €€ MOJHON yTpaTou, KU3HEYTPOKAIOIIUMHU
cucteMHbIMH TiposiBienusmu [10, 12, 20]. Msr1 pacte-
HUITU TPOMOOIMTOIICHHIO, BO3HHUKINYIO Y TTAIIMEHTKH Ha
¢oHe nuenonedpuTa TpaHCIIIAHTATA, KAK BO3ZMOXKHOE
Hauaio snu3oga TMA. Koneuno, TpomOonuToneHus
Moryia Obl ObITH BBI3BaHA M APYTUMH NPUYMHAMH — LIU-
TOMETANIOBUPYCHOM HH(DEKITHEH, TIepeJ03NPOBKOI MUKO-
(enomaros, cencrucom, JIBC-cuaapomMoM, IpuMEHEHIEM
renaprHa. Ho HM OTHOTO U3 3TUX COCTOSIHUK B TOT MO-
MEHT y ManueHTku He Obuio. Ha done nuenonedpura
TpaHCIIJIAHTaTa B OTCYTCTBUE JAPYTUX NMPUYUH KOJHU-
94eCTBO TPOMOOLIUTOB OOBIYHO HE CHUXKAETCS, HAaOIIO-
JaeTcsi HOPMAJIbHBIA YPOBEHb TPOMOOIIMTOB MJIH J1aXKe
TpomOounTo3. Kpome Toro, Hopmanusanus KOJIM4ecTBa
TpoMOOITMTOB OBIIa OUEHB OBICTPOI MTOCIE OUEPETHOM
uHpy3uu sKkynmmu3ymada. Takum 00pa3oM, KCIIOJIb30BAHUE
npenapara, OJIOKUPYIOIIETO aKTHBAIIO CUCTEMbI KOM-
IJIEMEHTA, B COYETAaHNUH CO CBOEBPEMEHHOM KOPPEKIH-
el OCIOKHEHUH (XUpYpPrUYecKOi, MEIUKaMEHTO3HOM )

MO3BOJISIET NIPeAOTBpaTuTh penuaus al YC, 4To MBI U
HaOIIoMa) y HAIIeH manueHTku. Hu npakTuaecku To-
TaJIbHBIM HEKPO3 MOUYETOUHHKA, HU HOCIEAYIOMNMN TH-
enoHe(pUT TpaHCIIAaHTaTa HEe BBI3BAIU Pa3BEPHYTHIM
peunnuB TMA u3-3a aleKBaTHOIO JEYEHUS, BKIOYas
MIPOIOJDKEHUE TUTAHOBOTO BBEACHHS JKylIH3ymabda 0e3
OTCTYIUIEHUM OT CXEMBI.

Kpome npodunaktuku u nedenus penuausa al'yYC
nocie TII onucano ycnemHoe NpUMEHEHUE IKYIU3Y-
Maba B TPaHCIUIAHTOJIOTHH JJISI KOPPEKIINU HIIeMHIYe-
CKH-penep(y3nOHHOTO MOBPEKICHUS, JICUCHHUS aHTH-
TEN0-0MOCPEOBAHHOIO OTTOPKEHUSI TPAHCIIAHTATA B
KOMILIIEKCE C IPYTUMHU MIpenapaTaMu, NPea0TBPaICHUS
TMA mocnie TpaHCIUTAHTAIMK Yy TTAIIUEHTOB ¢ Karac-
TpopudeckuM aHTH(GOCHOTUTUIAHBIM CHHIPOMOM B
aHaMHe3€e, O/IHAKO dTU MOKa3aHUs MOKa HE ABIAIOTCS
3aperuCcTPUPOBAHHBIMHU, U TPEOYIOTCS JalIbHEHIIINE HC-
CJIeOBaHMUs B JaHHOM HampasieHun [21].

XoTs IMMYHOCYIIPECCUBHAS TEepanus MOXKET B Ka-
KOW-TO CTETIEHH CITYXHUTh MPOPUIAKTHKOH 000CTPEHUSI
al'VC, acconnnpoBaHHOTO ¢ aHTUTENaMH K pakropy H,
y Halllel NallMEHTKHU HE pAaCCMAaTPUBAECTCSI BO3MOXKHOCTh
MpeKpaIieHus KOMITIEeMEHT-0IOKUPYIOLIeH TepariH, 1Mo
KpaiiHel Mepe, B OrbKaiiiiee BpeMs, B CBSI3U C BBLICOKHUM
puckoM peruanBa TMA B MOCTTPAHCINIAHTALIUOHHOM
nepuoze.

Aemopul evipasicaiom drazodaprocmo E.C. Cmons-
pesuy 3a npedocmasientvle homoepaghuu eucmonozu-
YecKux npenapamos.
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images.
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