LLikona Hedponora

DOI: 10.28996,/2618-9801-2024-2-204-215

Kak He nponycTUTb aTUNUYHBINA FEMOIUTUKO-
YPEeMHUYECKMN CUHOPOM Y NALMEHTOB B JIUCTE
OXMAAHUS TPAHCMIAHTALMM NMOYKM

Jexkums

E.N. NMpokoneHko "2

1 ['6Y3 MO MockoBckuii 0651aCTHOH Hay4YHO-UCCIIe40BaTesIbCKNIi KITMHNYECKUA UHCTUTYT
um. M.®. Bnagumupckoro, 129110, Mocksa, yn. LjenkuHa, gom 61/2,Poccuiickas ®egepaumns

2 Y3 MO MockoBckui obnacTHoy Hay4HO-UCCIIe0BaTeIbCKUI MHCTUTYT aKyLLEPCTBa U TMHEKOIOT M,
110000 Mocksa, yn. lokpoBka, som 22A, Poccuiickas ®Pegepaymns

[ns yntupoBanmsa: lNpokoneHko E.W. Kak He npomycTuTb aTMNWYHbIA reMONUTUKO-YPEMWUYECKUI A CUHAPOM Y MALMEHTOB B NIUCTE
OXWUAaHUs TpaHcnnaHTauum noyku. Jlekums. Hedoponorus u guanms. 2024. 26(2):204-215. doi: 10.28996/2618-9801-2024-2-204-215

How not to miss atypical hemolytic uremic syndrome
in patients on kidney transplant waiting list
Lecture

E.l. Prokopenko 12

1 1M.F. Viadimirsky Moscow Regional Research Clinical Institute,
61/2, Shchepkina str., Moscow, 129110, Russian Federation

2 Moscow Regional Research Institute of Obstetrics and Gynecology,
22A, Pokrovka str., Moscow, 110000, Russian Federation

For citation: Prokopenko E.l. How not to miss atypical hemolytic uremic syndrome in patients on kidney transplant waiting list.
Lecture. Nephrology and Dialysis. 2024. 26(2):204-215. doi: 10.28996/ 2618-9801-2024-2-204-215

Karouesvie cnosa: anunuunsiii cesmonumuro-ypemuyecicuti curdpom (al Y'C), mpombonuueckan murpoarneuonanus, mpatc-
naarmayun nouKl, 06eaedosarue neped mpancnaarmayuet, uexo0s: MPaAHCNAaHMAYUY NOUKH, IKYAUIYMAG

Pesrome

Arunmuneiii remoanTuko-ypemudeckuii cuaapoM (al'YC) — opdannoe 3a6oaeBanue, 00ycAOBACHHOE
AMCPETYAAITUEH U TUIIEPAKTHBAINEH AABTEPHATUBHOIO ITyTH KOMIIAEMEHTA, UMEIOIIEe XapaAKTEPHYIO MOP-
(pOAOTHUECKYFO KAPTUHY HOPAYKEHUA COCYAOB MUKPOLIIPKYAATOPHOI'O PYCAA U TPHAAY (MHOTAA HETIOAHYIO)
KAMHHAYECKHUX IIPOABACHHIL: TPOMOOIMTOIIEHUIO, MUKPOAHTHOIIATUYECKYF0O TEMOAUTHYECKYIO AaHEMUIO
U nopakeHue opraHos-muireHeii. UpesmepHan akruBarua komaemenTa mpu al'y C Bei3BaHa MyTarusamu
Tr€HOB, KOAUPYIOIINX O€AKH CHCTEMBI KOMIIAEMEHTA, UAU 006pa30BaHMEM AaHTUTEA K HEKOTOPHIM U3 HHX.
ITpumeHeHHE KOMIIAEMEHT-0AOKUPYIOLIE TePAIINH SKYAH3yMaGoM 3HAYUTEABHO YAYUIIINAO PE3YABTATHI
AeueHnsa nanueHTos ¢ al'YC, B ToM uncae pe3yabrarsl TpaHciaanTaruu nouku (TTI) y 6oapHBIX € BbICO-
KM/ CPEAHHM PUCKOM penuAuBa TpomboTrueckoi mukpoanruonaruu (TMA) nocae TpancmaanTanuy,
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Kak He nponyctutb ATUMUYHBI FeMOHMTMKO-ypeMMHeCKMﬁ CMHOPOM Y NALMEHTOB B IMCTE OXMUAAHMS TOAHCNAAHTALMM NOYKM LLkona Hed)ponoro

KOTOPBIM 3KyAu3ymMa0 HasHadaerca npodurakruueckn. OaHako HekoTopsle manueHTs! ¢ al'YC npu or-
CYTCTBUH IIOAHOTO CHMIITOMOKOMIIAeKCA 3a60aeBanma poocturaror XBIT C5 u BkArOUaroTcsa B AMCTBI 0KH-
Aaxus TTI 6e3 ycraHOBACHMA TPABHIABHOIO AUATHO32, YTO MOKET UMETh CEPhE3HBIE IIOCACACTBHUA: BO3BPAT
al'YC B peHaABHOM TPAHCIIAAHTATE C OBICTPOIl IOTEpEll ero (PYHKIUU, Pa3sBUTHE YIPOXKAFOIIUX KA3HA
nposaBaenuii cucremuoii TMA. M3BecTHO, uTO TepanusA craceHusa 9KyAusymMabom MeHee 3¢ peKTuBHA,
YeM ero NMpoPHAAKTHIECKOE Ha3HAUEHHE ITAlIMEHTAM IPyIIbI pucka penuanusa mocae TTI. Kpome Toro,
B cayuae permauBa al'YC B TpaHCIAaHTaTE BpEMA AAA 00CACAOBAHMA MAIMEHTA, KaK IPABUAO, OTPAHH-
ueHo. B craTbe NpUBOAATCA KAMHHYECKHE HAOAIOAECHUA, ACMOHCTPUPYIOIIIE CAOXKHOCTb AMATHOCTHKHU
«aponymenraoro» al'YC y narmuenTos B aucre oxxuaanua TIT u nocae rpancmaanTammm. Ilo-suanmomy,
IIpU BKAFOYeHHH B AuCT 0okuAanu:A TT1 ocoOyro HacTroposkeHHOCTH B oTHOIIeHUU al'YC HaAO IIPOABAATH
Y IIOAPOCTKOB U IIAITIEHTOB MOAOAOTO BO3PACTa C TKeAoi AT, pe3suCTeHTHOMI K ACUEHUIO aHEMUEH, 1M -
30AaMH TPOMOOIIMTONIEHUY, AFOOBIMU SKCTPAPEHAABHBIMH IOPAXKEHUAMH, IIAIUEHTOB, IIEPEHECIITNX TH-
mmusbi I'YC, sxenmmumn ¢ XBIT C5 B ucxoae nepeneceHHo# Tsokeaoit npeakaamicnn/ HELLP-cuaapoMma,
a TAKoKe Y IAIMEHTOB, IOTEPABIINX IEPBBIA TPaHCIAaHTaTa 10 nprunHe TMA. TakuM narueHTam AOAMKHO
OBITH IPOBEAEHO KOMIIAEKCHOE 00CAEAOBAHNE, BKAIOUAIOIIEE IIOBTOPHYIO OLICHKY AHAMHE3a (B TOM YHCAE
CeMEIHOr0), HMMYHOAOTUYECKOe 06CACAOBAHIE AAfA UCKAIOUEHHA APyrux npuunH TMA, reHerudeckoe
HMCCAGAOBAHHME CHCTEMBI KOMIIAEMEHTA, ONpeAeAcHHE aHTUTEA K pakTopy H, a Taroke medppobuoncuro
B OTCYTCTBHE BBIPA’KEHHOTO YMEHBIICHHUA PA3MEPOB I0YEK U BHICOKOIO PHCKA KPOBOTEUYEHMA.

Abstract

Atypical hemolytic uremic syndrome (aHUS) is an orphan disease caused by dysregulation and
hyperactivation of the alternative complement pathway, which has a characteristic morphological picture
of microvascular lesions and a triad (sometimes incomplete) of clinical manifestations: thrombocytopenia,
microangiopathic hemolytic anemia, and target organ damage. Excessive activation of complement
in aHUS is caused by mutations in genes encoding proteins of the complement system or the formation
of antibodies to some of them. The use of complement-blocking therapy with eculizumab has significantly
improved the outcomes of patients with aHUS, including the results of kidney transplantation (KT)
in patients at high/intermediate risk of recurrent thrombotic microangiopathy (TMA) after transplantation
who are treated with eculizumab prophylactically. However, some patients with aHUS, in the absence of the
full complex of symptoms, reach CKD G5 and are included in the waiting list for KT without establishing
a correct diagnosis, which can have serious consequences: the return of aHUS in the renal graft with
a rapid loss of its function, the development of life-threatening manifestations of systemic TMA. Salvage
therapy with eculizumab is known to be less effective than its prophylactic administration in patients at risk
of relapse after KT. In addition, in the case of aHUS recurrence in the graft, time for patient evaluation
is usually limited. The article presents clinical observations demonstrating the difficulty of diagnosing
“missed» aHUS in patients on the KT waiting list and after transplantation. When included in the KT
waiting list, special vigilance regarding aHUS should be exercised in adolescents and young patients with
severe hypertension, treatment-resistant anemia, episodes of thrombocytopenia, any extrarenal lesions,
patients who have had typical HUS, women with CKD C5 after severe preeclampsia/HELLP syndrome,
as well as in patients who lost their first renal transplant due to TMA. Such patients should undergo
a comprehensive examination, including re-evaluation of medical history (including family history),
immunological examination to exclude other causes of TMA, genetic testing of the complement system,
determination of antibodies to factor H, and kidney biopsy in the absence of a significant reduction
in kidney size and high risk of bleeding.

Key words: atypical hemolytic-uremic syndrome (aHUS), thrombotic microangiopathy, kidney transplantation, pretransplant
evalnation, postrenal transplant outcomes, eculizumab

BBeaenue

ATHIINYHBI TEMOANTHKO-YPEMIYECKIN CHHAPOM
(al'YC) — opdamnoe 3a00ACBaHIE, BEIBBAHHOEC ALCPE-
IYAAIACH U THIEPAKTUBAILINCH CHCTEMBI KOMITACMEHTA
110 AABTEPHATUBHOMY ITyTH H BXOAAIIIEE B IPYIIIY TPOM-
6ornuecknx mukpoanruonaruit (TMA) [1]. TMA ss-
AAETCH KAUHHKO-MOP(POAOTHYECKIM CHHAPOMOM, Xa-
PAKTEPU3YIOIIUMCA CBOEOOPAZHOH MOPEHOAOIIIECKOIT
KAPTUHOH HOPAKEHHUA COCYAOB MUKPOLIIPKYAATOPHOTO
pycAa (B KAIIMAAAPAX — TPOMOO3OM M /HAU S9HAOTEAH-

030M, B aPTEPHOAAX H APTEPHAX MAAOTO KaAHOpa —
TPOMOO30M H/HAN PACIIHPEHHEM CYOIHAOTCAUAAD-
HOTO HPOCTPAHCTBA, MYKOUAHBIM HAOYXaHIEM HHTHAMBI
C CY/KEHHEM IIPOCBETA BIIAOTH AO OKKAIO3MH) U KAH-
HUYECKOH TPHAAOH — TPOMOOLUTOIICHUEH, MUKPOAH-
THOIIATHYECKON reMoAnTndeckoi anemueir (MAI'A),
nopazxernem opraros-murrereit. [Tpn TMA B matoao-
THYECKHI IPOIIECC BOBACKAIOTCA ITOYKH, IIEHTPAABHASA
nepsroii cucrema (LIHC), xeAyAo9aHO-KHITIEUHBII TPaKT
(KKT), cepane, aerkue, raasa u Ap. |2, 3]. B rpymmy
TMA, xpome al'VC, BxoadT TpoMOOTHYECKasA TPOMOO-
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nurornenugeckas mypuypa (TTII), uaaymuposanmsie
nudekrnmavmu TMA (accormupoBaHHbII € IITUTATOKCH-
oM kumreunoi masouku ['VC — STEC I'VC (r.u. -
nuansiii I'VC), naesmokokkossiit I'VC, TMA npu su-
pycHbIX HH@EKIHAX), a Takxe TMA, accorumnpoBanmbie
C COIYTCTBYIOIIUME 3200AEBAHHAME H COCTOSHUAMU
(T.H. BTOPHYHBIE — IIPU CUCTEMHBIX 3a00AEBAHHUAX, OC-
AOXKHEHHOH OepEMEHHOCTH, 3A0KAYCCTBCHHEIX OITy-
XOAfIX, IIPUMCHEHHH HEKOTOPBIX AEKAPCTB U Ap.) [4].
Cpean B3pocabix marmenTos ¢ ['VC game serpevaercs
al'VC, y aereit, manporus, npeodaasaer STEC I'VC [5].

Upesmepnas axrusanusa komraementa npu al’ VO
BBI3BAHA MYTAILUAMHU [CHOB, KOAHPYVIOIIUX OCAKK
CHCTEMBI KOMITACMEHTA, UAX OOPA30BAHHEM AHTHTEA
K HekoTOpbM 13 HuX. PassnTre al'VC acconmuposano
€ MYTALIAMHE C ITOTepell (PYHKIINU IeHOB, KOAUPYIOIINX
peryasaropusie Oeakn — dakrop H (CFH), dakrop 1
(CFI), memOpanusiit kodakropueri nporenn (MCP),
4 TAK/KE C TCHETHYCCKUMU BAPHAHTAMU C YCHACHUEM
dyuknnn Tperbero kommonenTa komnaemenrta (C3)
u daxropa B (CI'B) — AByX OCHOBHBIX COCTABASIOIIIIX
C3-xoHBEPTA3BI AABTEPHATUBHOTIO IIyTU AKTHBAI[UU
KomrraemerTa. Kpome mepedrcAeHHOro BhIIIE, 11aTo-
remerrdeckuM axropom al'VC momxer ObTH 0Opa-
sosanne ayroanrtntes IgG x CFH, cpaspBaromuxca
¢ C-repmunanpusm dparmerrom CFH u mapymma-
IOINUX €r0o peryAfaTopuyio ¢yHkiuio. B mocaeanne
TOABI BEIACASIFOT TAKXKE «KOMITACMCHT-HE3ABICHMBIN»
al'VC, cBA3aHHBIA C MyTALUAME I€HOB, KOAUPYIOIIUX
HE OTHOCAIIHECH HEIIOCPEACTBEHHO K CHCTEME KOMITAE-
menTa Oeakm: maasmunored (PLG), tpombomoayann
(THBD), ananmaraunepoakunasy € (DGKE), kobaaa-
ymun C (cblC), nuBepruposannbiii popmun-2 (INF2)
[6]. OaHAKO MyTALIIH BEIBASIIOTCS HE y BCEX ITAITUECHTOB:
mpu al'VC gactora 0OHAPYKEHHA TEHETHYECKNIX BAPH-
AHTOB KOMITAEMEHTA COCTaBAfeT mpuMepHO 60%, mpn
sropu4ssix popmax TMA myrarmu Toxke MOTyT 0OHA-
PYKHBATBHCA, XOTA U C MEHbIIIENH yacToTol [7]. Kannu-
geckoll Marudecranun al' VC y sHAYNTEABHON YacTH
IIAITIEHTOB CITOCOOCTBYET BOSACHCTBHE TPUITEPOB (KOM-
ITACMCHT-AKTUBUPYIOIINX COCTOAHMUIT), KOTOPBIMI MOIYT
ObITh MH(EKINN, AYTOUMMYHHBIE 3a00AEBAHISA, OIIe-
PATUBHEBIEC BMEIIATEABCTBA, HEKOTOPBIE ACKAPCTBEHHBIE
IIperaparsl, OCPEMEHHOCTh H POABL, TPAHCIIAAHTALIHA
KOCTHOT'O MO3Ta HAU COAMAHBIX OPraHos |3, 4].

V maruenTos ¢ al'VC umeercs BBICOKHE pUCK pas-
BuTHA pernAuBoB TMA. [Tporaos AAs Ku3HI 1 coxpa-
HEHFHA ITOYEIHON (DYHKIHN BECBMA CEPBE3EH: AO HAYAAA
3PBI KOMIIACMEHT-OAOKHPYIOIIEH TEPAIIUU, KOTAA AAf
aedenud al 'V C BcrIoAp30BaAaCh TOABKO ITAA3MOTEPAIIHA
(maasmooomer — [1O u uadysun C3I1), aeTarpHOCTD
manuentos ¢ al' VC cocraBasiaa 25%, a gacrora HacTy-
naerns TepmuHasbHON XITH B Teuenne oanoro roaa
Hao0AroAcHuA — 50% [8]. Ocobennoctsro al VC aBasiercs
1 BBICOKAs 9ACTOTA PEITHAUBOB IIOCAE TPAHCIIAAHTAITHI
noukn (TT1), co3paroImux yrposy Ku3HH PEIMITHEHTOB
1 CITOCOOCTBYIOIUX yTpate (DYHKIINU TPAHCIIAAHTATOB,
mostomy Beero 10 aer masaa TII He cumrasacs moxa-
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3aHHOM IarmeHnTaM ¢ TepmuHaAbHOIU XITH B ncxoae
al'VC [9]. C mosBaenueM akyAnsymada (mperapara
PEKOMOMHAHTHEIX MOHOKAOHAABHBIX AHTUTCA IIPOTHB
C5-KOMITOHEHTA KOMIIAEMEHTA) CUTYAITHA KAPAUHAABHO
M3MEHUAACH B AYYIIYIO CTOPOHY KaK B OTHOIIIEHHH pe-
3yapTaToB AedeHusA al VC y manuenTos ¢ pyHKIIHOHM-
PYOINUMI HATUBHBIMH ITOYKAMH, TaK U B IIOAYYCHNAN
BO3MOKHOCTH O€30ITaCHO BBEITOAHATE 111 OOABHBIM, AO-
crurmumM Tepmuaasbror XITH [10, 11]. Oanako mpo-
AOAKAET CYIIIECTBOBATD IIPOOAEMA (IIPOIYIIEHHOTO»
al'VC y manmenros, nyxaaromuxca B TI1, mpu arom
u3 Bcex Bapuanto TMA mmvenno al'VC n takesie
dopmsr STEC I'VC (¢ HermoAHBIM BOCCTAHOBACHIEM II0-
yeuHol pyHKIHY 1 nporpeccupopannem XbI1 mocae
nepenecennoro OIIT) maunboaee gacTo ABAAFOTCA IIPH-
YHHOH IIOTPEOHOCTH B TPAHCIIAAHTAIIIOHHO ITOMOTIIH.

«TpomboTHyeckas MUKPOAHIHOIIATHH
HEsACHOTO T€HEe3a» U IIPOITyIIeHHAMD»
TPpOoMOOTHYECKAA MUKPOAHTHOIIATH

Y KAHAHAATOB HA TPAHCIIAAHTAITHIO ITOYKU

V wactu manmenTos ¢ TepmuHasbHON XITH mpn-
YHHA ee pasBUTHA, B TOM uucAe TMA, He ycraHaBAnBa-
ercs B paHHel craann 3aboAesanns. HecsoeBpemenmas
aumaraoctukua TMA (B tom wncae — al'VC) mosker ObITh
00yCAOBACHA PA3HBIMI, KaK OOBEKTUBHBIMH, TAK 1 CYOb-
CKTUBHBIMI (paKTOp'{lMI/IZ HETUITMYHBIMH KAMHHIYCCKIIMI
CHMITTOMAMU HAH HEITOAHOI KaptuHoil TMA, mozaxmm
OOpaITICHIEM ITAITNEHTOB 33 MEAUIIMHCKOI ITOMOIIIBIO,
€AA0OH KAHHITIECCKOH HACTOPOKEHHOCTBIO Bpadel, OT-
cyrcTBEEeM MOP(MOAOTHYECKOI BepH(UKAIINT AHATHO34
y 6oabnbIx ¢ TMA, mopazkarorneii Toabko rmoukn. Ha-
IIOMHIM, YTO IPU AOKaAbHO-1I09edHOn TMA HabArO-
parorea npusaakn OINIT, a rpombormronenma, MAI'A
U 9KCTPAPEHAABHBIC IIPOABACHHSA OTCYTCTBYIOT [12, 13].

«[Tpomymenneiiiy al'VC y nmamuenTos ¢ tepmu-
naapHOH XITH, ocobenno y tex, komy mpeacront TTI,
MOJKET IMETh TPArHYeCKUe ITOCACACTBIA. B TO sxe Bpems,
B I[CHTPHl TPAHCIAAHTAIIMH HAIIPABAAIOTCA OOABHBIE
C YCTAHOBACHHBIM «O(DUIIHAABHBIM» AHATHO30M, HHO-
rAa 6e3 AOCTATOYHOTO OOOCHOBAHUS AAHHOTO AFATHO3A.
VIMeHHO 1T09TOMY Bpadn OTAEACHHI TeMOANAAN3A, He-
dpoaoru u TPAHCIAAHTOAOIU, KOTOPBIC 3aHIMAIOTCA
0TOOPOM IAITHEHTOB HA 3aMECTHTEABHOMN ITOYEUHOM
teparin (3I1T) B amcr oxuaanma TII, coaxubr IpO-
ABAATH KAUHIICCKYIO HACTOPOKEHHOCTD B OTHOIICHII
Bo3Mokaoi TMA, B Tom uncae — al VC.

[lepedncAnnm Te CHTYALIHH, KOTAQ MOKHO IIPOIIY-
crutoy al VC y IMarumeHTOB Ha AMAAU3€E U B AHCTE OXKI-
Aarms TTT:

eV B3pocarix manueHToB ¢ «XIIH HeAcHOI atHOAO-
ram» (MEHbIIIE HACTOPOMKEHHOCTD B OTHOINEHIHN BO3-
mozknOCTH al'VC 110 cpaBHEHMIO C ACTHMN)

o Ilpu OTCyTCTBHH ITOAHOTO CHMIITOMOKOMIIACKCA

MAT'A, rpombornnroreHnn

o [Ipu IpenMyIIecTBEHHO IIOYEIHOM IIOPAKECHIN OE3

PasBUTHA HOANOPIAHHON HEAOCTATOYHOCTH
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o [lpu xoporkom neproae MAI'A u ciorTaHHOM HC-
YE3HOBEHUH IIPU3HAKOB MHKPOAHTHOIATHYIECKOTO
reMOAU3a

o V marmentos ¢ tepmunassHon XITH mesacHoro re-
He3a, KOTOPBIM He OBIAA BEIITOAHEHA OHOIICHA ITOYKH,
OCOOEHHO Y DOABHBIX MOAOAOTO BO3PACTA C TAKEAOH
Al

e [lpu yrpare MCAUIIHHCKON AOKYMEHTALIMH U HEBO3-
MOKHOCTH ITOAHOIIEHHOTO BBISACHEHUS AHAMHE3A

o Ilpu tpancdopmanun anarnosa (mampumep, al'vVC
— STECI'VC) B mporecce mepexoAa MAIUEHTa AL
HAOAFOACHUA U3 OAHOTO ACYEOHOTO YUPEKACHHA
B Apyroe

o V KEHIIHH, KOTOPHIE OBICTPO AOCTUILAH TEPMH-
naapnON XITH mocae mepeneceHHOM TaAKEAOMN ITpe-
sxaamicuu (I10) ¢ OII1
Caeayet 0co00 otMeTuTh, uTO 119, 0cObEHHO Ti-

JKeAasl, IOBTOPHAsA (Pa3sBUBAIOIIAACA DOACE UeM IIpH
OAHOIT OEPEMEHHOCTH) ABAAETCA PAKTOPOM PHCKA Pas3-
ButHA XBIT B mocAeAyrormedt KusHm, OAHAKO OBICTPBIE
TeMnbl porpeccuposannsa XbBI1 Bee e He XapakTepHEL
AAfL JKCHITIIH, IIEPEHECIIIHX 9TO OCAOKHEHIE DepeMeH-
HOCTH. A Y HAITHECHTOK, IMCBIIINX KAMHIYCCKH AHATHO-
CTHPOBAHHBIN (MAU HEAHATHOCTUPOBAHHBIIL, IIPOTECKAB-

LUkona Hedponora

it moa Mackort HELLP-cunapoma) mocaepoaoBbIit
al'VC, aake mpu OTCYTCTBHM ITATOI€HHBIX MYTAIIMN
B TCHAX CHCTEMBI KOMIIACMEHTA, HAIIPHMEP, IIPU BEPO-
ATHO IIATOTEHHBIX I'€HETUYECKUX BAPHAHTAX, HAH Ba-
PHAHTAX C HEACHBIM 3HAYCHIEM, CYIIIECTBYET BEICOKMIT
puck perransa al 'YC mocae TI1 ¢ motpeOHOCTBIO B 9KC-
TPEHHOM HAYaA€ KOMIIAEMEHT-OAOKHPYIOIIEH TePAIInu
[14].

al'VC MoxeT CKpbIBaThCA HE TOABKO 32 AHATHO30M
«XTTH HeAcHOI 3THOAOTHIY, HO 1 32 ANATHO3aMHI «XPO-
HUYECKHH raoMepyAroHedpu, «boicTporporpeccupy-
o rAomepyAoHedpu™, «CHCTEMHBIN BACKYANTY,
«'mnepronmyuecknit Hedppockaeposy, «Heppomarusa
B ucxoae OIIy, «Tunmassiii (STEC) I'VCs.

MEr mpeaAaraeM HCITIOAB30BaTh CACAYIOIIHH IIepe-
YeHb CHMIITOMOB AAfl omeHKH IaruerToB na 3IIT
Ha peameT Bo3MokHOTO al VC (TabAmia).

OObmapy:xenne 3 u GoAee IPHHAKOB, KEAATCABHO
13 TPeX PasHBIX IIYHKTOB, CBUACTEABCTBYET O TOM, ITO
nopospenue Ha al YV C onpaBaaHo, u tpedyeTca AdAbHEH-
mree obcaepoBanne. OAHAKO IIPH OYEBHAHOM, KAMHU-
4ecku Bepudunnpopannom arusose TMA B anamuese
nan upu MopdoArorndeckom moaTsepxacHIE TMA
AOCTATOYHO OAHOIO 9TOIO IIPU3HAKA AASl KOHCTATa-

Ta6bnuua |Table

Bo3morkHble aHamMHecTnYeckme, KﬂVIHI/IKO-ﬂaGOpaTOprIE n Mopd)onom'-lecme NPU3HaKn y nayneHToB
B JINCTE OXNAAHUA TPpaHCNIaHTaLUM NOYKN C nponyLweHHbIM alryc

Possible anamnestic, clinical, laboratory and morphological signs in patients on the kidney transplant waiting list with missed aHUS

Tpuirrep 6onesHu: Anapes, pecnupaTopHble 1 Apyrve MHGeKLUY, BakKLMHaLMA, NeKapcTea (LMKNOCMOPUH, TaKPOIMMYC,

HeycnelwHasa TpaHcmnaHTaumA MOYKM B aHaMHe3e (0COGeHHO MepPBUYHO HEePYHKLMOHMPYIOWMIA TpaHCNIaHTaT uan
CemeliHbIi aHaMHe3: Hannune poACcTBEHHUKOB C guarHoctnpoBaHHbIM alYC unu TMA, ¢ XIH HeAcHoro reHesa unu
[lokaszaHHbI 3nu3of (anm3oppl) TpomboumtoneHmn n MATA (aHemua, WN30UKTBI B Ma3ke KpoBW, nosbiweHve JIAT,
Hanuuue niobbix BHENOYeUHbIX NPOosABNeHNI B AebtoTe unm Ha ntobom stane 6onesHu: nopaxeHune LHC, rmasHoro gHa,

KaparommonaTms, cepfieyHas HefJoCTaTOYHOCTb, PeCnpPaTOPHbI ANCTPECC-CUHAPOM, FeMOpParuyeckunii MHEeBMOHUT,

HepocTaTtouHasa pea6|/u1|/|Tau|/|ﬂ npun afleKBaTHOWN AunannsHomn nporpamMmme: NOCToAHHaA cnabocTb, YTOMJIAEMOCTb,
HEBO3MOXHOCTb LOCTUXEeHNA UeneBoro remornobuHa npuy NCKNKYEHNN anbTePHATUBHbIX MPUYUNH PE3UCTEHTHOCTU

O6HapyxeHrne TMA, B TOM umncne — B codeTaHnm € ApyrMmmn Mopdoornyeckumm avarHosamu, B 6ronTtate HaTUBHOM

[wnarHos, TepmunHanbHaa XINH HeAcHoro reHesa
E sy TunnyHbin [YC ¢ Taxkenbim OrI, HEMOIHBIM BOCCTAHOBIEHNEM MOYEYHON GYHKLUNMN
0COBEHHOCTI
Tskenas/3nokauyecTBeHHas Al C TPaH3UTOPHBIM MOBbILLEHVIEM KpeaTUHMHA KPOBMW U 6e3 Hero
Bospact MaymeHTsbl Ha 3MT monogoro Bo3pacta*
et n nogpocTtku Ha 3MNT
AHamHe3
opaJsibHble KOHTPaLenT/Bbl, IPOTVBOOMYXOJIEBbIE MPENapaThl, XMHVH, KNONUAOTrPes, TUKIONUANH U Ap.)
3nun3oabl aHeMUN 1 TPOMOOLIMTONEHUN B 1e6ioTe 1n Ha lo6om 3Tane 6one3Hn
Y *eHwuH — nocnepoposoe OlMM ¢ HenmosHbIM BOCCTaHOBJIEHNEM MOYeYHOM GYHKLNN
noTeps TpaHCnIaHTaTa B Nepsble 6-12 MecALEB Nocne onepawun)
BHE3anHO yMepLUMX B MOJIOAOM BO3pacTe, B TOM YMC/le — OT CepAeUYHO-COCYANCTbIX KaTacTpod
KnuHnuyeckas
KapTuHa CHVXXEHMe ranTornobuHa, oTpuuaTenbHasa npoba Kymbca)
naHKpeaTuT, NaHKpeoHeKpo3, nopakeHne KKT, »kenyAouHO-K/LLeYHOe KpOBOTeYEH e, raHrpeHa nanbLes
Taxkenasn, nnoxo koppurupyemas Al ¢ Hayana 6onesHu
K aHTViaHEMUNYECKON Tepanunu
CKNOHHOCTb K TPOMOOLMTONEHUN, MepCUCTMpytoLlee nosbiweHve JIAT
Mopdonornyeckas
KapTunHa NnoyKu

O6Hapy>KeHme TMA, B TOM Uncne — B cCOYETaHUN C Apyrnmmn MOpd)OﬂOFVILIECKVIMI/I avarHosamu, B buontate TpaHCMmaH-
TVIpOBaHHOVI NoYKn

O6HapyeHune TMA B nio60M Apyrom opraHe (Kpome MoyKm) Uau B GronTatax Koxu

* B otaenbHbIx cnyyasx al'YC MOXeT MeTb MeCcTo 1 y NaLneHTOB CPeAHEro 1 NOXKMIoro Bo3pacrta
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nuu Beicoko eposraoct al'VC. Caeayer moHIMATS,
YTO HEHHOCTD YKA3AHHBIX BBHIIIIE IIPU3HAKOB OCHOBAHA
TOABKO Ha KAMHITYECKOM OIIBITE aBTOPA 1 HE IIPOXOAHAR
BAAHAQIIHIO B CHAY PEAKOCTH 3a00AEBAHIA U HEMHOTO-
YHCAEHHOCTH KaHAUAATOB ¢ al 'V C Ha TpaHCIIAAHTAITHFO.

[ToAdepkHEM, UTO B CAOKHBIX CAYHYaAX OTCYTCTBHE
TMA 1pu epsoii HeppOOHOIICHH HE HCKAIOYAET BO3-
MOKHOCTH OOHAPY/KEHHA MUKPOAHTHOIATHI IIPU I10-
BTOPHOH OMOIICHH IIOYKH, YTO IIOATBEP/KAACT CACAYIO-
Iee KAMHIYeCKoe HaDAroAeHwe [15].

Asmoper us enanuu npedcmasuau 27-aemmiorn ser-
wuny co snokavecmsention Al u omacomernnvim cemedirvim
AHAMHEI0M: ) POOHOU cecripei 6 14 s1ent bt duacrocmuposar
MeMbparionposugepanussiil 2a0MepyaoHedpun ¢ nosviue-
nuem AAL, mancenoti anemuers, Inuiencuet, UtleMudeckKum
nopaNcerueM 201061020 Mosea, OvicimipeiM npozpeccuposariue
XITH, exmepm cecmput nacmynuia om secounol ungexyud,
Ho Oatiivie aymoncin Obiau HeonpeoeseHnsiMi, U 0CHOSHON
Ouazros e bera_yemariosaer. Cama nayuenmxa 6 60spacie
001020 200a neperecaa OITT Heacroeo zemesa ¢ anemuen
u mpomboyunonenued, paspeutnsuieecs cnormarto. OdHaxo
6 15-nemmem sospacme y desouxu swrasaera Al ¢ noser-
wennem yposua A 0o 160/ 90 ym pm.cm., npomeurypun
2 ¢/ cym, ymepennoe cruocere eemocnobura do 115 2/ npu
HOPMANBHOM YPoSie 1mpPOMOOYUNI08 U COXpanioll Ha mom
Momerm novedrol yrxyun. I layuennixe oviaa svinosrera
nepéas regpoduoncis, sviasusuas Poxansisiil nposugepa-
musHsLl 2n0MepytoHedpum ¢ denosumanu LgM. Hasnauerna
mepanua unenoumopamu ALID, 1o, necrmompa na Hegpo-
NPOMEKYUI0, OMMEYeH NOCIIENEHHBLI POCI CbI160POMIOUIH020
Kpeanmununa. B sospacne 26 sem swesanto paseuiace 310xa-
weemsennan AL (AA 216/ 120 m pmr.cm.), penmunonaniuz,
Hayaea Ovicmputtl poci Kpeanuniia, 00HapysIcerst maicesas
artemiis, mipomboyumonenus (mpomboyumer 22X10° [ 1), uiu-
soyumos; axmustocnms ADAMITS T3 6vrsa nopmansioi.
Tosmopran negppoduoncus nodmeepouna peransryro TNLA
(nodociipuie u xporuueckie cocyOucinbie NOPadNCeHs), Komopyrn
6 710 6peMa pacyerua Kax caedcmeue 310kavecmserition Al
Havamo aeverne 1 A, nposedero 5 cearncos 110, nocre ueeo
MUKPOGHZHONANUYecKUT 2eMONU3 G511 KYNUPOSat, Ho coxXpa-
HANACH QUANU3-3A6UCUMAT NOUCHHAS HeDOCINIAINIOUHOCII U 11
acenas AL, mpebosasuias 00nospemeriozo npuserens cemu
(1) armucunepmersusreix npenapamos. 'Ipu mecaya cnycma
nayuenmKa npodeMoHCIIPUPOSANa CHUNCENUe UHINEANEKIIA)
Kpanikospemeriivie U300z nomepu cosHanus u Hogs1tl NU300
MALA. Tlpu MPT zo0n08H020 Mosea o6Hapymersr ovac
SUNOKCUHECKU-UMEMUYECKO20 XaDaKiepa, NPUc)icneosaid
marce ymepenras yepedpanstaa ampogua. 1 enemuuecxoe
THecIuposariile 6b1A6 U0 20MOSUZOMIHOE HOCUINEABLINE0 2aN/I0-
muna ev1cox020 pucka H3 CEH, accoyuuposariozo ¢ rnuskum

ypostem parmopa H 6 naasme. Auacros bvia nepecrmonper:
) camotl nayuernKu u ee nozubuell cecrupel (Penipocnexsnusrio)
Quazrocmuposar al YC. 1 Layuenme nocae omeymemsus 3¢-
Gexma om 7 cearcos 110 6 sude coxparerun nposboyumone-
nattty MALA G210 1ayamo aeuerue sxyausymabom. I emous
npeKbaniac nocae nepsotl e UHGY U, 10c1e MpenIbeco 86¢-
DeHUA npenapama ommedeno sHaunmesvoe YAydmenne ce-
Mamoaozudeckux noxasamened u MP-xapmuns 201061020
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EN. Mpokonetko

Mosea, 00taxo nocae 18 Mec. sedenus nayuenmxa ocmaenca
sasucumoti om ouasusa u oxcudaen TT1 [15].

OIHCAHHBIH HCIAHCKIMI KOAACTAME KAMHIICCKII
IIPUMEpP IIOKA3BIBACT, KAK TPYAHO IIOPOM OBIBACT TPaK-
TOBATH KAUHITYECKHE CHMIITOMBI I MOP(OAOTHIECKIE
Asauupe aaxe rnpu cemernom al VC. ITo-Buaumonmy,
armzoa OINIT B Bospacte 0AHOTO roaa ToMKE OBIA 00-
ycaoBaeH TMA, KoTOpast BIIOCACACTBUI IIPHHAAL XPO-
nudgeckoe tedenue. Ho aanmeie mepsoit medppoduo-
cum B 15-AeTHEM BO3PaCTe CKOpee 3aTPYAHHAH, UeM
0OACIYIHAH, IIOCTAHOBKY AHArHo3a. Bropas Oumorcus,
BEIITOAHCHHASA YK€ IIPH Pa3BEPHYTON KAMHHYECKOM
kapruae MAI'A u GpicTponporpeccupyroreii moved-
HOI HEAOCTATOYHOCTH, BEIABHAA IIPU3HAKH OCTPOM
u xponndgeckoit TMA, no nprrannoit TMA mocanrasu
3aokadectBerHyio Al Anrip B Bospacte 27 Aert, mocae
Havara moctoanuon 3I1T, mpucoeanHenus TaKEAOrO
niremngeckoro ropaxenua [THC (moxomxero na mo-
paxKeHHEe TOAOBHOIO MO3Ia § CECTPBI) U BBIIOAHCHU
IeHETHIECKOIO MCCACAOBAHUA YAAAOCH YCTAHOBUTH
Anarao3 al'VC m AOOHTBCA YAVUIIIEHNS ITOCAE HAYAAR
KOMITAEMEHT-OAOKupyromieil Teparuu. [Tonarao, 4o
BoioAnenne TT1 y marueHTkn BO3MOKHO TOABKO IIPH
YCAOBHU IIPUMEHEHHSA 9KYAU3YMa02 13-32 OYEHD BEICO-
KOT'O PHICKA PEITMANBA TIOCAE OIIEPAITHH.

3Hnauenue cBoeBpeMeHHOI AnaraocTuku al'yC
y HAIMEHTOB B AUCTE 0XKUAAHUA
TPAHCIAQHTAIH [IOYKH

brIcTpo ycTaHOBACHHEI AMATHO3 ITO3BOASAET CBOEB-
PEMEHHO HAYATb ITaTOreHeTHIeckyro Tepanuto al'VC.
Caeayer ITOMHHTB, YTO HMEHHO PaHHEE HA3HAYCHUE
sxyansymada rpu al 'V C npusoaut k HanboAee IIOAHOMY
BOCCTAHOBAECHHIO (DYHKIIMH HATHBHBIX ITOYEK U APYTHX
ITOpaKeHHBIX OpraHos [16]. B gem xe omacHOCTH OTCYT-
CTBHSA IIPABHABHOTO AMArHO32 y maruertos Ha 3[1T Ges
SKCTPAPEHAABHBIX IIPOABACHHUI C HEOOPATUMOI yTPATOI
ITOYEYHON (PYHKIINHU B HICXOAC KOMITAEMEHT-OITOCPEAO-
BanHOIl TMA? Bo-1repBbIX, y AMAAN3ZHBIX IIAIHEHTOB
MOTYT Pa3BUBATHCA TAKEABIE SKCTPAPEHAABHBIE ITOPA-
KEHIS, CBA3AHHBIC C IPOAOAMKAIOIIEIHCA HEKOHTPO-
AUPYEMOI aKTHBAIIUEH KOMIIAEMEHTA U TPeOyroInue
ITPOBEACHHS KOMITACMEHT-OAOKHPYFOIIEH TEPAITIH AASA
cracenns sxusun, pyuknun [ITHC, spenns. Bo-sropsix,
nocae TT1 puck permausa al'VC ¢ morepeii Tpanciiaan-
TATA ¥ KU3HEYTPOKAIOIINME BHEITOYEUHBIMH IOPaKe-
HHAMHI AOCTATOYHO BBICOK.

[NammenTam ¢ al'VC Tpebyercs crienmasbHOE 1Ipe-
TPAHCIIAAHTAIIHOHHOE OOCAEAOBAHIE, OCOOBIE ITOAXOABI
K TIOAOOPY OPraHHOTO AOHOPA, K IMMYHOCYITPECCHBHOI
TEPAIIH, IPETPAHCIIAAHTAIINOHHON BAKIIMHAIIIH 1 Me-
AUKAMEHTO3HOH PO UAAKTHKE HHQEKITHIA, ITAAHOBOE
IIPHHATHE PEIIEHUA O HEOOXOAUMOCTH KOMIIAEMEHT-
OAokupyromieit Tepamun. Tax, y maruentos ¢ al'VC
CAGAYET IIPOBOAUTD AO BKAIOUEHHSA B AMCT OKHAQHUSA
TTI BaKIIMHAIINIO ITPOTHB MEHUHIOKOKKOBOH, ITHEBMO-
KOKKOBOH U reMopuABHOI mHbeKInn Tura b, n3de-



Kak He nponyctutb ATUMUYHBI FeMOﬂMTHKO-ypeMM‘IeCKMﬁ CMHOPOM Y NALMEHTOB B IMCTE OXMUAAHMS TOAHCNAAHTALMM NOYKM

raTh TPAHCIAAHTAIINN OPIAHOB OT «CYOOITHMAABHBIX
AOHOPOBY I OPraHOB C IIPEACABHO AOIYCTHMBIMU CPO-
KaMH XOAOAOBOH koHcepsanuu. [TpoBoAuTs remern-
YEeCKOE MCCACAOBAHUE CHCTEMBI KOMIIAGMEHTA HY/KHO
HE TOABKO y OYAYIIIETO PENUIIMEHTA, HO U Y ITOTEHIIH-
aApHOTO AOHOPa (pu mAanuposanuu TT1 or xuBoOro
POACTBEHHOIO AOHOPA) AAfl ICKAFOYCHHSA PUCKA PA3BH-
tust TMA rtocae usbsaTus mouku [17, 18]. Heobxoanmo
IIPUMEHATh HHAYKIIHIO HMMYHOCYIIPECCHH AHTHTHMO-
mrapasiMa uan anTa-CD25 antareaamu, ocobeHno
TINATEABHO KOHTPOAHPOBATH KOHIICHTPALIUH B KPOBU
LIMKAOCIIOPUHA/ TAKPOAUMYCA C LIEABIO HE AOIYCTUTH
IIPEBBIIIICHUA TEPAIEBTHYECCKIX YPOBHEH, n30erarTh
ncroAapzoBarus MTOR-uHIHONTOPOB (IIOCKOABKY
3Ta IPyIIa UMMYHOCYIIpeccaHToB, kak u VK, moxer
crrocobcTBOBaTh passuTHio TMA), 00s3aT€ABHO TIpO-
BOAHUTH IIPOMHAAKTHKY I[HTOMETAAOBHPYCHON HHEEK-
nuu He MeHee 6 Mec. mocAe onepannu [18-20]. Yacru
[AIIEHTOB HA OCHOBAHHUH AAHHBIX T€HETHYECKOIO
00CAEAOBAHHA M OCODEHHOCTEH CeMEHOro aHaMHe3a
U KAUHITIECKOTO TEICHUSA HEOOXOAUMO IIPH TPAHCIIAAH-
TAIIH IPOPHAAKTIYECKOE IIPHIMEHEHHUE SKyAU3yMaba —
5TO IAIMEHTHI C BEICOKHM M CPEAHHM PHCKOM PEITHANBA
mocae TIT [21].

Kak mpasnao, y manuentos ¢ al'VC, koTtopsm
He ObIA ycraHOBAeH Anarao3 Ao TI1, mpu passurum pe-
IIIAVBA B TPAHCIIAAHTATE HET AOCTATOYHOIO BPEMEHHI
AASL OOCAEAOBAHUA, IIPU 3TOM BO3HHKAET IIPOOAEMA
AnddepeHITHAAPHON AUATHOCTHKI BO3BPATHOM U de
novo TMA TpaHCIAaHTaTa, ACCOIMIPOBAHHON C He-
dpororcrunocreio MK, anTnTe AO-0110CpEAOBAHHBIM
OTTOP/KEHUEM, BUPYCHBIMU NH(MEKIIUAMI 1 APYTHMH
IIPUYNHAME, I AAAEKO HE BCETAA TPEOYIOINEH AedeH A
KOMITAGMEHT-OAOKHPYIOIIUM IIperaparoM [22, 23]. Dro,
6e3yCAOBHO, HE CITOCOOCTBYET OBICTPOMY HAYAAY KOM-
IAeMeHT-OAOKHpyroreii Teparmu. Ho aazke ecan ana-
ruo3 al'VC ycramaamsaercs nocae TI1 u maunnaerca
«TepAIIHA CIIACEHUM SKYAU3YMAOOM, PE3YABTATHI TAKOTO
ACUEHHSA XYIKE IO CPABHEHUIO C IPOPUAAKTHICCKIM
npumenenneM skyAansymada. Tax, Siedlecki A.M. et al.
CPAaBHUBAAH IIOTPEOHOCTD B AMAAH3E U (PYHKIIMIO pe-
HAABHOIO TPAHCIIAQHTATA B TPEX IPYIIIAX IIAIINCHTOB:
¢ amarzosom al VC, yeranosaennemm Ao TT1, u ¢ maga-
AOM TEPAITNH IKYAU3YMAOOM AO OIIEPAIIUH; C AUATHO-
som A0 TTI, HO ¢ HAYAAOM TepalHu IOCAE OIIEPAITH;
C AMArHO30M, ycTaHOBAEHHBEIM 1TocAe TTT i ¢ magarom
Teparuu rmocAe oreparun. Hanboaee Beicokas motped-
HOCTD B ITOCTTPAHCIIAAHTAIIMOHHOM AMAAH3€ U Hau-
6oaee muskas CKO TpamcmaanTara OBIAM HMEHHO
B ITOCACAHEH rpyme, B koTopeiil al'VC Opia Anarno-
CTHPOBAH ITOCAE TpaHCHAaHTaImH [24]. B MeTa-anasnse,
BrATounBrieM 18 crarei ¢ aarabiM 0 380 B3pocABIX
maruenTax ¢ al'VC mocae TTI, 6s1a0 mokasano, 91o
pu IPOMUAAKTIICCKOM IIPUMEHEHIH 9KYAH3yMaba
YaCTOTA IIOTEPh TPaHCIAaHTaTOB H3-33 TMA cocra-
BuAa 5,5%, a Ipu AedeHNN 3KyAH3yMaOOM pa3BHB-
muxcsl peruAuBoB — 22,5%, 1o ecth B 4 pasa Ooable

[25].
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Hanboasrras ahhekruBHOCTD IPUMEHEHIS IKYAU-
3yMaba AOCTHIACTCA B TOM CAYYAE, ECAU ACUYEHHUE ITOCT-
TpaHcHAaHTAIIOHHOTO peruAanBa al'VC naunmaerca
B 1epBee 7 AHEH [26], HO IIPU OTCYICTBUU AMATHO3A
al'VC Ao omepanuu TpyAHO MHHIIMIPOBATH KOMIIAE-
MEHT-OAOKHPVIOIIYIO TEPAIIHIO B 9TH cpoku. B psae
CAYYaEB IPOHCXOAUT OYEHb OBICTPAS IOTEPSA TPAHC-
IIAQHTATA, KAK B IIPCACTABACHHOM HIDKE KAHMHITICCKOM
HAOAFOACHHL

Hayuenm C., 33 200a, nocmynua 6 yermp mparc-
naarmayuy 6 gpespane 2014 2. daa sernoanenus TI1.
B oememse uacmo 6oaen npocmyonsimu saboaesarnugmu,
UMES CHUNCEHHBLI ANNemunt, NoCoaHIYI cAab0cHs, Hius-
Kutl undexe maccer meaa. Bo eéspociom eospacme y epaua
He Habawdaiacs, 6 30 aem Goraa cayuatino obnapysena
AL, anmueunepmensusmeie npenapamv: npunuman repe-
eyagpro. B 31 z00a obnapyscero nosviuerne Kpeamuiinia
cor6opomii 00 236 mxmons/ s na gone noseimenus A
u Hestauumenvtiol npomeurypun. buoncuu nouxu e 6ei10,
KAUHUYECKU OUARHOCIUPOSAH XPOHUHECKUT 2A0MEPY.A0teD-
pum, XITH. Ewe uepes 200 nayuernm sxcmperirio docmas.aen
6 Cmayuonap 6 MmaNces0M COCHOAHUY ¢ GOAAMU 6 HUBOMLE,
eemoppazueckum eacmpumom. I lpu obesedosarun: eemozno-
Gun 82 ¢/ 1, mouesuna coreopomxu 46 mmons /a1, Kpeamuriun
1037 sxmons | 4. Konemanmuposarna mepmunansras X1 1TH,
2eMOppazudecKutl acmipun? nocuumasil npoaeaeHueM ypesiitl,
rayamo aeverue npocpammmsim 1. Cocmosnue 6oavroz0
AYHIULUNOCE, 00HAKO COXPANANACE HEDOCINaIIOH IO KOHINPONU-
pyeman AL u pesucmennnan Kk aevenuro anemus, npu 3710Mm
mpomboyumoneriuu, nosvimerius AL ne ommeyerio. Sano-
dosper nepsuunsiii annugdoconunudustii curopom (ADPC),
1o mapreper ADPC ne obnapyscensr. I Layuernn w11 sxamwden
6 JUCHI 0NCUOAUSA IPAHCHAGHIIAYUY NOYKH.

11.02.2014 2. 6oavromy bvria seinoanera T11 om doropa
Co CMepmbI0 Mo3ea, cosMecrnuMozo no epynne Kposu. I Ipeo-
Cyuecmgyouye anmumend_y nayueHma e 6b1A6.1eHl, npe-
mpancnaanmayuonol Kpocc-manrd Ovtn OMpUYaAINEABHBIM.
WMnoyryus usismyrocynpeccuu nposederna basunurcusmabom,
Ha onepayuortom cmoe 86eder 8/ 8 1 2 memuanpednusonona,
Hastayerna n000epIcUEarnnan UMMYHOCYRPECCUA: 1maKpoi-
Mye, MuKogernonosas Kucaoma, npeonusoaon. B nepeese
cymrcu nocae onepayuu — emoznobur 82 2/, mpomboyunier
272X10° [ . Tlpu nanuuuu xposomora 6 mparcniarmante
10 dannvim Y 3AL ommenanace oaueypus. Yepes meckonvio
4acos nocae onepayu (anecmesnonozuyeckoe nocobue i onepa-
Yusa — be3 mexHueckux npooaeM u 0ca02icHer i) noasuacy
Hespo0euyecKan 00meMo3208an CUMNIMOMAnuKa: nayuenn
Ob2.1 301110pMOINCEN, THe NOHUMAN 00BACHEHUL Jedanyeco 6paYa,
X074 00 Onepayuil 6ce UHCHIPYKYUY 6bIN0AHAN HOPMANBHO.
AA180/100-110 wm prr.cm. LIBA 110 s 600.cm. Ha-
mpuii coréopomxu 136,0 mmons/ 4, eawxosa 10 mmons/ .z,
mouesuna 19 ymmons/a. Ha smopuie cymicu nocae onepa-
YUU COXPANANAC BANOCIIb, 3ANOPMONCCHHOCIIb, OAU)PUA,
Hayama SITT (zemoduadpunsmpayus). Ommevero crunce-
Hite eemoznobiuia o 66 ¢/, mpomboyunos — do 76 X10° /4,
Konyenmpayus maxpoaumyca 8 kposu — 14,6 e/ ma. 3a-
nodosperia TNLA, accoyuuposarnas ¢ negpomoxcuurnocmvro
UK, dosa maxpoaumyca cruncerna na 30%, nposedena un-
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@ysun C3L1. Ha mpenmvu cynmxu nocae T11: onauneypus, A
190/ 110 nam pm.con., eemoenobun 64 2/ 1, mpomboyunier
64X10%) 1, AAL 1033 EA/ . Tlpu Y3 mpancnaan-
mana omMmedanoc HepasHoOMEPHoe NOBBLULEHIE IX02EHHOHIU
Koprosozo caom, npu AC-LIK — pesxoe obednerue xpogo-
moxa 6 xope. Auacrocmuposana TNLA, nauamer cearnces
T10, nasnauen nuskomonexysapreiii cenapun, enfe boavute
cHUsena 003a maxpoaumyca. Heeviompa na exmedrnesruie ce-
ancer 110 u ungpysun C3L1, coxpananuce nesposoeuecxan
cummmonmanuxa (MPT 201081020 Mmosea — xapmura omexa,
MesKue yuacmu KposousMUANUL 6 noAyuapuax 60asuozo
Mozea), mpomboyumonenun — 43-79X10° ) a, noswimenue
AAL do 700 EA/ 2, omeymemsosana gynxyuu mparic-
naanmama. Ilpu sxoxapouozpagpuu eviaeqeno cruscenun
Dpaxyuu svibpoca se60z0 seaydouxa do 40%. Ha 6-7-¢
CYIMKU nocae onepayun noABUAACL KAUNUKA pecnuparniopiozo
Quenmpecc-cundpoma, Hauaa Hapacmans 0vxamensias e-
Q0CIamIOUHOCHIb, DU I70M HaAlUeHN He b1 cunepeudpaniy-
posarn. AHK yumomezanosupyca, supyca Onumetina-bapp
6 KposiL 1He 00Hapycersl, NPOKANLYUINOHUI KPOSU He 106bI-
went. K comcanenuro, 6 2014 2. euge ne Ovr10 603MmocHochu
Ob1cmIpo HasHawumry KOMRAEMEHI-0A0KUPYI0HYI10 1Iepantis,
U KOHCUAUYMOM NPUHANIO Dedlterite 0 IPancnaaninanidKimnio-
MUl 10 BUMANLHBIM NOKASAHUAM.

Ha 9-¢ cymrcu mparncnaanmam bein yoanern. Mopgoo-
euteckoe Uceae006arie Y0aaenozo mpancnaanmana: Kap-
muta ocmporr TMA, npusnaros ommoparenus ne svia6.1eto.
K 14-m cymixcam nocae TIL, 5-m cymncam nocae mparcnian-
MAMIKINOMUY — HOPMaAUIaYUA YPo6ra mpoMﬁoz/uwoB, no-
a1l pezpecc 1e6po.102UeCKOl CUMNIMOMANIUKM, UCHESHOBEN e
0b1XamIeAbHOI HEOOCIAMOMHOCIIN, BOCCINANO6ACHIE HOPMATb-
rotl gparxyun evibpoca sesozo sceaydouxa. Ilapnas nouxa
(om mo2o gce doropa) nocae mparncnaanmayun nayuenny
¢ NOAUKUCTIOI0M HAINUBHBLX TNOUECK NPOOCMOHCHIPpUPOSasa
HeMeONeHnY10 PYHKYUIO, TIeUeHte NOCAeoNepayuonozo ne-
puoday smozo nayuenma 0vi/10 HEOCA0NCHENHIBIM, 4110 NO-
360110 HaM, ¢ YUEnIOM MOPEPON0LUUECKOL Kaprmititvl 0cripoil
TMA 6 yoasnetrom mparcnaanmanie, Uckawuums Haiuuue
doropexot namonoeun. 1 Layuersm omrasancs om danvreditezo
006/1€006a1UA U BbICKA3A/ HCCAAHUE OCIIABANIBIA Hel ACUCHIUN
NPOZPAMMHBIM 2eMOOUANUIOM.

[TocAe TOBTOPHOTO OOCYKACHHUA AAHHOTO CAYYas
op1A anarnocruposan al VC. K coxanenuro, manuenty
HE YAAAOCH IIPOBECTH I'€HETHYECKOE HCCACAOBAHUE,
HO VYHTBHIBAS MOAHHECHOCHOE Pa3BUTHE TAKEAOH CH-
cremuoil TMA mocae TpaHCIIAAHTAIINY IIOYKH, OTCYT-
CTBUE AOHOPCKOII ITATOAOIUH, OTTOPKEHUSA, BUPYCHBIX
uadekuii, HeaEKTUBHOCTD CHIKEHHA AO3BI U KOH-
nenrpanuu VK B xposu, mposeacrus [10 u nudysuit
C3I1 B coueTaHNN C AHTHKOATYASHTAMI, OBIAO OBI BBHI-
COKO BEPOATHEIM OOHAPYIKCHIE ITATOTCHHEIX MYTALIIH
B cucreMe KomrAeMeHTa. CAOKHOCTD ANATHOCTHKI
al'VC y AaHHOTO ImanmeHTa MOKHO OOBACHUTD OTCYT-
CTBHEM IIOAHOM KAMHIYeCKoH kapTuasl TMA Ao Tparc-
IIAQHTAIIAH, 4 TAK/KE OTCYTCTBIEM MOP(OAOTHIECKOTO
Anarsosa 3aboaesanus cobcTBeHHBIX mmouek. Hyxmo
OTMETHTB, YTO THKEAaf, IAOXO Koppurupyemas Al
y HAIINEHTa MOAOAOTO BO3PACTa, AHEMUSA, PE3UCTEHTHAA
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K Aeuenuro, nopaxenue /KKT xapaxkrepHer Aaf O0AB-
ubx ¢ al'VC, HO MOTryT OBITH BHI3BAHBI H APYTUMU ITPH-
YHHAMH, 9TO B OTCYTCTBHE TPOMOOILIHTOIICHNH, ABHOIO
MUKPOAHTHOIIATHYECKOTO TEMOAN3A, MyABTHOPIAHHOTO
HOPAKEHNA 3aTPYAHAET AHATHOCTHUKY.

MooKeT AW TUIIUYHBII '€ MOAUTHKO-YPEMIYIECKUHI
CHUHAPOM OKAa3aThCA ATUIINYHBIM?

Panee cumrasocs, uro TII y marmentos, nepenec-
mux tunmaabil 1Y C) abcoArotro He30omacHa B OTHO-
meHun permAnba TMA, 9TO IIpeACTaBASETCA AOTHY-
uBM ¢ yaeToM Toro, uto STEC I'VC e penmausupyer
[27]. Oamaxo STEC-mrdekIms MOKeT OBITh TPHITEPOM
TMA npu al VC, 1 B 3THX CAyYAfIX ITAIIUEHTY MOKET
ObrTh OIrHO09YHO AnarHocTupoBaH TunnydHbE [VC.
Mnmenno Takue 6OABHBIE ACMOHCTPHPYIOT THKEAOE Te-
yerue TMA ¢ HEIIOAHEIM BOCCTAHOBACHHEM IIOYCIHON
dyskmn n 6sicTpo Aocturaror TXITH. Oamako cay-
gan STEC I'VC Toxe MOIyT OBITh OYCHD TH/KCABIMIL,
U 10 KAUHITICCKON KAPTHHE KPAHHE CAOKHO PA3AHYIHTD
tanmansi u atnnraasii ['YC. Auddepenimaspraasn
AHMAarHOCTHKA OCAOKHAETCS €Il M TEM, YTO B IIPETPaH-
CITAAHTAIIHOHHOM IIEPHOAE MOKET HE HAOAIOAATHCH
permanBos TMA (a STEC I'VC — ato 60Ae3Hb, KOTO-
pas me permausupyet, B oranane ot al'VC), u Toraa
nanuenta ¢ XBI1 5 craAud BKAFOYAIOT B AFICT OKHAA-
uuda ¢ Anarnosom «Tumrransni I'VCy. B aToit rpyrme
GoAbHBIX 11epBBIi pertmans TMA MOKeT pasBUTBCA YiKe
nocae TII. IlTo aanmoOl mpudmHe B HaCTOAIIEE BPEMA
MOACKYASIPHO-TCHETUYIECCKOE UCCACAOBAHIE CHCTEMEL
KOMITAGMEHTA IIEPEA TPAHCIIAAHTAIIIECH PEKOMEHAYETCA
He TOABKO 00AbHBIM ¢ al YC, HO 1 marmenTam ¢ Tepmu-
HaapHON XITH B nexoae tunmasoro I'VC.

WuTepecno, uro y aeteii ¢ trrmmanbm 1Y C matoren-
HBIC BAPHAHTEL [CHOB KOMIIACMCHTA (C YaCTOTOH BCTpE-
4aeMOCTU MHHOPHBIX asAeAel B monyadnuu <0,1%)
OOHAPYKUBAAKMCH 3HAYNMO YAIIE, YEM B KOHTPOABHOM
IPYILIIE, U IIPH 9TOM HE OKA3BIBAAU BAUSIHUS HA TSIKECTD
TedeHnsa ODoAe3HH, B TOM drcAe — Ha mopaxerne [THC
1 noTpeOHOCTD B Amasunse [28]. [lo-Buaumonmy, y Aereit
C TAKAMU I€HETHYCCKIME BAPUAHTAMM, IIEPEHECIIIIX
tanmansiii ['YC, ects puck penimamsa TMA. Alberti M.
et al. ommmcaau AByX manuenToB ¢ AnaraozoM «STEC
I'VC», koTOpBIE TOTEPAAN ITOYEUHBIH TPAHCIIAAHTAT
n3-3a peruanBa TMA. DTaM OOABHEIM I'€HETHYECKOE
recrupobanue maneAn «al’VCy OBIAO BEIIOAHEHO yiKe
IIOCAE YTPATHI TPAHCITAAHTATA: Y OAHOTO ITAITUEHTA BbI-
ABAcHa rereposuroraas myrarusd CEL a y Apyroit manu-
CHTKH 1 e€ MaTepu, KOTOpasd CTaAd AOHOPOM IIOYKH, —
rereposurotHas myramust MCP [29].

VHoTA2 permans TMA ¢ 3KCTPAPEHAABHOMN CHMITTO-
MATHKOH ITPOXOAUT HE3AMEUEHHBIM ¥ ITAIIeHTOB Ha I'A,
u AnmarHo3 al'VC BrepBble yCTAHABAUBAETCS TOABKO
nocae TT1. B AaHHOM KOHTEKCTE ITOKa3aTEABHO KAMHI-
geckoe HabAroaenne Dowen F et al.,, koropsie orcasn
nanueHTky 16 Aet Ha mporpammuoM A, y koTopoit
TXITH passuaack B HCXOAE AOKA3aHHOIO THIIMIHOTO
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I'VC [30]. Yepes 10 mec. 3IIT y 6oAbHOI HAOAIOAAACH
CYAOPOZKHBIH CHHAPOM, KOTOPBII B TO Bpems OBIA pac-
IIEHEH KAK ITPOABACHIE THIIEPTOHMYECKOH 9HIIe(haA0-
narun. Yepes 18 mec. Bemoanena TI1, pynkmmsa rpamc-
IIAQHTaTa OBIAA OTCPOYEHHOM, a Ha 10-¢ cyrkm mocae
omeparun y manueHTk passuaack MAI'A, zatem cyao-
porm, dorodobus, kopTukasbHas caenoTa; mpu MPT
roAaoBHOro mosra BesBacH PRES-cumapom. 3amoaospen
al'VC, HeMEeAACHHO HAYATO ACUEHHE IKYAU3YMAOOM:
gepes 48 u. mocae nHAY3UM IperapaTa KyIupoBaAach
HEBPOAOTHYECKHE CHUMIITOMEL, Yepe3 2 HEACAH HAOATO-
AAAOCH BOCCTAHOBAEHIE ITOYEIHON (PYHKIINHU U YPOBHA
TpoMOoITITOB. Broricus TpaHcIIAaHTATA, BHIIOAHEHHASA
Ha 15-If AeHb IIOCAE OIIEPAIIHNH, IIOATBEPANAL HAAMYHE
TMA. Ilpu reHeTHaeCcKOM TECTUPOBAHIN BBIABACH PEA-
Kuit rereposurotsiil Bapuant C3 — p.(Ser1619Arg) [30].

[IpuBOAUM KAMHHYECKOE HAOAIOACHHE AAHTEAB-
HOTO M TPYAHOTO 1IyTH K Anarnosy al VC y manmenTku
¢ neppoHadaApHbIM pAnaraosom STEC I'VC.

Tayuenmra 1998 e.p. 6 panmnem demckom 6ospacnre
Ha Gore 0cmpol KumedHol uHGexyul, 2eMoppazuteckozo
xosruma neperecta O 6 couemanuu ¢ mancenoti aremuer
u mpomboyumonenued. bera duaznocmuposar munudnveii
I'VC, nposodunca nepumoneansmviil duanus, curnmomaniu-
veckas mepanua. I loarnozo soccmarosaerus @ynxyun novex
He npousoulao, 8 ucxode ocmpozo snusoda TNLA cpoprupo-
sanace XBI1 3 cmadun. B sospacme 8 sem ommeuen pocm
Kpeanmununa cer60poniku 00 650 Mmxmoas/ 4, Korcmanupo-
6aria XBI15 cmaduu, navamo aeueriue nocmosnmsim amoy-
AamopisiM nepumoteanstivim duanusom. B gegpase 2010 ..
6 sospacme 12 aem svinoanera 111 om nocsmepmrmozo doropa,
Ha3HAYeHa UMMYHOCYIPeCcUsHan mepaniisa yuraocnopurom A,
MUKOPEHONGIMAMY U KOPIIUKOIIEPOUIAMU, DYHKYUA 1IParc-
naarmanma 6wtna yoosaemeopumensioi. OdHaro 6 oxmadpe
71020 JMce 200a, Hepes 8 Mec. nocae onepayul, 603HUKAG 0CIPas
QuChyHKYUA mparncnianmana ¢ nOSIueHUeM Kpeamunuria
Gosree 200 mxmons/ 4, vinoanena Guoncus nepecascernoil
nouxu. Mopeponozuuecku duazrocmuposaro ocmpoe onimop-
scere (100POGHOe 2UCHIONOZUYECKOE ONUCAHIUE He COXPAHUNOCE).
Iposedero neuernue eymopanviiozo ommopacernua: 110, ssede-
Hie BHYMPUBEHHOZ0 UMMYHO2A00)AUHa, pumyKkcumaba. Deiia
marnce nposederia KOHSEPCUA ¢ YHUKAOCHOPUHA Ha 1HAKDOAUMYC.
Tlocne nposedenrod mepanuu yposerns Kpeanumnura crnusuica
0o 140-160 mxmons/ s u coxpanaica na maxom ypose
noun 7 aent.

B 2017 2. 6 meuenue 6 mec. kpeamurur no8sicuaca
do 300 mxmons/a. B gespane 2018 e. nocae nepeoxnanc-
dertua ommeerno nossuere memnepanpst meaa 00 40°C,
CYXOl Kauleas, HACMOPK, NAYUEHIIKA CaMOCHIOAMIENbHO
npunumara HIIBC co caabvim sppexmom. B mapme
2018 . nossunuce boau 6 nod63domnoll u noacHudHol 0f-
Aacmi cnpasd, 710iHona, m’puo&uuemu — peéoma, coxpa-
HANCA ¢)OgpebpUuaUment, co160pomounbill Kpeamuun 6spoc
00 900 mxmons/ 1. Ilayuenmixe navama 31T crauana me-
modom 1A, samem — nepumoneansrozo duanusa. B anpese
2018 ¢ bvrna svtnoarera noémopHan buoncus mparcnian-
1UPOBAHHOL NOUKU: OGHAPYIHCEHO XPOHUYECKOe YMOPAbHOE
CA d-rezamusroe ommopaicerie, svipanceniiviii Heghpockepos.
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Lo pesyavmananm 6uoncuu mepanus onmopacerus npustara
Heyenecoobpasroti, pemerio npodosncums 31T, koppexyurn
aremut, AA. B anpene-urone 2018 e. camouyscmeue nayu-
CHIIKU 0CIIABANOCH HEYOOBAEIIBOPUINIENLHBIM, COXPAHANCA
cybgpebpuaumen, mouiHoma, 604l 6 NOACHUYHON 00aacHIH.
3a 3mo spema mpuNcds: 0esyulKa Haxoduaach Ha cnayuo-
HAPHOM Jedenut, 6 Havaae uas evinucara no ceMelnsim
00CII081eNbCINBAM 6 C6A3U CO CMEPIILIO MArmIEPH.

B urone 2018 e. — noswruerne memnepanype: meaa
00 38,5°C, yseauuerue mparncnianmama 6 pazmepax, pac-
wpertue yanedro-10xarouron cucmemst. Cumyayus 6 yeaom
mpaKmosanacs Kax o0ociperie Xporuueckozo nuesonegpuma
HePYHKYUOHUPYIOUe20 IMPANCHAANINAIIG, NOINMOMY bblAd
BbLNOAHEHA INPAHCNAAHINAINIKINOMUA, HAYama aHmudax-
mepuanviian mepanug. Yepes 7 oneii nocae svinucka u3 coma-
yuonapa, ede 6v1.10 66110A1ENHO YOaeHe MPAHCNAANIIAIIA)
NOABUNUCL BBIPANCEHNAA CAADOCIIb, PEONI, 3arieM HpUCOeU-
e nosmopreitt scuoxui cnya. AA 140/ 80 ym pm.cm.,
eemoznobun 85 2/ 4, mpomboyumvr 92X10° | 4, aeiixoyuner
9,2X10° ) a; wusoyumos +++, AAL 700-474 EA/ 4,
npompomburnoseril undexe 55%, MHO 1,41, gubpurnozen
2,7 2/ . Tlpu KT 2011081020 Mo32a seias.emst 81ympuepen-
Hete 2eMamomul: caesa 6 10610t obaacmu pasmepom 18 v,
cnpasa — eduruunsie 00 4 vm. Ha permzerozparime epyoror
KAEKY AezKue noAHOKPoEHb1, Kopru pacuuperiv. Auazto-
cnuposarns: OHMK (cemoppacuueccuii uncyasm) u TNLA,
HaASHAYeHb! aHmUSUNEPIIEHIUEHAA MEPaniii, HUSKOMOAEK)-
JAPHBLI 2enaput, yumo@aasit, IpumponoInut; Havam
nepumoneansiivlll OUGIU3, NAGIMOTIEPANUS He NPOBOOUAACH.
ITocmenenno cocmoanue nayuenmuu yayvmusocs, TNLA pe-
epeccuposana. 1 Layuermie b1 1npodosscer nepunioreansHeiil
Ouanus, nocmasaer eonpoc o nosmoprot TT1.

Ilpu obenedosarnuu neped nosmoprosi mparcniarma-
yueti ona_ymournenus npuurns: TNLA uccnedosars: axmus-
nocme ADAMTST3 6 naasme, anmurapouosunuroseie
anmumena, anmumena k f2-eauxonpomeursy I, eoruarnou-
notti anmxoazyaanm. Aannsexe sa TTI uw ADC e noay-
yerio. Bura ymouren cemedineiil arames: mante nayuenmki
mpadana ¢ no0pocHIKo8020 803pacia HEKOHIIPOAUDYeMOT
mancenoti AL, nepenecaa nosmopreie OHMK u ymepaa
6 sospacme 44 aem (urns 2018) npu xaunuuecxod Kap-
mure TMA. Y camoil nayuenmxu npu eenemuyeckom uc-
caedosariuy Ha Xpomocome 1 obnapyscera muxpodeseyus
1931.3(196743721-196801783)x1 npomancénrnocmoro
58063 naper 1yxaeomudos CFHRT,CFHR3 6 cemeposu-
eommom cocmoanuu. Aannas Mymayus Moxcent 0vimy acco-
yuuposaria ¢ passumuem al Y C. Auazros bvi1 nepecmonpers,
KoHemamuposar al Y'C, cemetinan gpopma sabosesarun. Pe-
KOMEHO06a10 He UCH0b306anlb 015 MPAHCHAaHIAY U NOUK)
o071 podcimeennuKa 6es ceremuyeckozo 06e1e006arus 0oropa,
npu TT1 Havame npodpusarniuueckoe npumereruem IK)au-
3yMaba.

B AamHOM HAOAFOACHHH C MOMEHTA IIEPBOTO IITH-
30Aa TMA Ao ycranoBAenus anaraosa al'VC mpormnao
20 aer. [IpumedaTeAbHO, 9TO IAITMEHTKA HE IIPOAEMOH-
crpuposasa kaptuay TMA B paHHEM IIOCTTPAHCITAQH-
TAIIMOHHOM IICPHOAE, 4 32TeM Ha (POHE I'YMOPAABHOTO
OTTOPIKEHHSA TIOYEUHOIO TPAHCIIAAHTATA, YEIO MOKHO
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OBIAO OBI OXKHAATB, IIOCKOABKY cama omepanms TT1
1 AaHTHTEAO-OIIOCPEAOBAHHOE OTTOP/KEHUE ABAAFOTCH
morrasivu Tpurrepamu TMA. [lepssri peruaus al' VC
IIPOU3OIIEA ITIOCAE TPAHCIAAHTATIKTOMHH IIO IIOBOAY
nueAoHedpuTa HePYHKIIMOHUPYIOIIErO TPAHCIAQH-
taTa. [ Ipy BeAeHNH ITAITHEHTKY IIOHAYAAY He OBIA VITCH
ceMelHbIN aHamMHe3 — Bbicokad Al' ¢ moApocTkoBoro
Bospacra u nosropasie OHMK y martepm.

OGcaepoBaHME TAITEHTOB C IIOAO3PEHIEM
Ha TPOMOOTHYECKYI0 MUKPOAHTHOIIATHIO IIEPEA
TPaHCIAAHTALUEH ITOYKU

[MammenTtsr ¢ moao3penneM Ha TMA HaTHBHBIX
HOYEK HAH C MOP(OAOTHUECKH ITOATBEPKACHHON TMA
HEACHOTO I'eHe3a ITEPEA BKAIOUCHHEM B AHCT O/KUAAHHA
TIT AOAKHBI IIPOHTH AOIIOAHHTEABHOE OOCACAOBAHIA
C LIEABIO HOATBEpiKACHMUS/ nckAroueHus TMA, a Takixe
ycranoAenus npranaer TMA. Kak yxe 65100 oTMedeHO

EN. Mpokonetko

BBIIIIE, KpafiHe BazkHO AnarHoctrposats al'VC Ao Tparc-
IAQHTAIINU C YIE€TOM BBICOKOW BEPOSATHOCTH TAKEABIX
OCAOMKHEHHIH U OBICTPOI IIOTEPH TPAHCIIAAHTATA IPU
HCITOAB30BAHUN OOBIYHBIX IIPOTOKOAOB BEACHHSA pe-
IUITNEHTOB PEHAABHOTO TpaHCIAaHTaTa. [Ipeasaraem
CACAVIOIIUI aATOPHTM OOCACAOBAHUSA ITAIIUEHTOB C ITO-
arospennem Ha al'YC n Apyrue dpopmer TMA mepea
BKAIOYeHHeM B AuCT oxkuAanus T11 (pucyHOK).

[Ipu Turmanoit kannngeckoll kaprune al'VC aas
IIOATBEP/KACHUA AMATHO3a He Tpebyerca Omorcusa
moukd. Ho B AMATHOCTHYECKH CAOKHBIX CHTYaIIIAX
IIOAE3HO IOAYIHTH MOPQOAOTIIECKOE ITOATBEPIKAE-
unue TMA, u mposeaerue I'A camo mo cebe He ABAA-
erca uperArcrereM K Hedpodbuorcun. OAHAKO, Kak
n3sectHO, XITH (0coOeHHO ¢ CyIIecTBCHHBIM yMCHB-
IIICHUEM Pa3MEPOB IIOYEK), TPOMOOLIUTOIICHHS, CaMa
peraapHas TMA n 1ieasiii paa Apyrux hakropos Io-
BBIIIIAIOT PUCK OOPA30BAHUSA OOABINNX IIOCTIIYHKI[HU-
OHHBIX I'€MATOM M AK€ IIPOAOAKHTEABHOIO KPOBO-

KnuHuueckoe nopo3penue Ha TMA
(Hedbpobuoncum He 6bbino)

nnn

TMA HescHoro reHesa B 6uonTtate HaTUBHbIX MOYEK
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YMEHbLLEHbI, PUCK
KPOBOTEYEHWUS BbICOKMI

Y Y
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+ 3nun3ofbl
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vy T
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Y
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(npu HeobxoanmocTh — Takxke CKB)

Pesynbrar+

\ 4
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MonekynsipHo-reHeTuyeckoe nccnegosaHue (dpaktopsl H, I, B, C3, tpombomoaynuH, MCP, DGKE, CFHR1, CFHR3),
onpegeneHve aHTuTen K cpakropy H

BbisiBNeHbl NaToreHHble UM BEPOATHO NaToreHHble
reHeTUYeCKMue BapuaHTbl, aHTUTENa K chaktopy H

MyTau,uu He BbisiBJIEHbl UJIU BbisABJIEHbI FreHeTUu4YecKkue
BapUaHTbl C HEACHbIM KJIMHUYECKUM 3Ha4YeHuem

Y

alryc

[JononHuternbHas oLeHKa aHaMHe3a,
nab. paHHbIX. Bo3mMoxHo onpeaenexve
MapKepOoB aKTUBaLMK KOMMIIEeMeHTa*

al'YC He ucknioueH,
NPUHUMAaETCs KIIMHUYeckoe
pelueHue o guarHose

€

* Mapkepamu rrinepakTuauuy TepMUHaNbHOTO KOMMJIEKCa KOMMIEMEHTa ABNAIOTCA BbICOKMI yPOBEHb PacTBOPMMOro meMbpaHoaTaKyloLero Komniekca
C5b-9 B KpoBw, oTnoxeHne C5b-9 Ha kneTKax SHAOTENUA B KynbType, Aeno3uuma C5b-9 B TKaHAX NauyeHTa

Puc. Anroputm obcnefioBaHMA NaLMeHToB ¢ nofo3peHriem Ha TMA n TMA HeACHOro reHesa nepep BKOYEHEM
B JINCT OXKMAAHNA TPAHCNIaHTaLUN NOYKN

Fig. Algorithm for examining patients with suspected TMA and TMA of unknown origin before inclusion on the kidney transplant waiting list
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TEYCHHA U3 MECTA IYHKIINHU, XOTH 9aCTOTA CEPbE3HbIX
reMOPPAruYeCKIX OCAOKHEHHUH ITocAe Hepodrorcnu
II0 AAHHEIM MET4-aHAAH32 HEBBICOKA — reMOTpaHcdy-
3uu TpeboBaruch B 1,6% caydaes, a BMEIIATEABCTBA AAL
ocraroBKH KposoTedenud — B 0,3% [31, 32]. [1o ykasan-
HBIM [IPUYHHAM BOIIPOC O IIPOBEACHHN OUOIICHI ITOYKH
pu opospennn Ha TMA y marmentos Ha I'A perma-
€TCH MHAUBHAYAABHO, C TIIATEABHOI OIIEHKON COOTHO-
IICHUS [T0AB32/ PUCK HHBA3HBHOIO AHATHOCTHIECKOTO
BMEIIIATEABCTBA F HAAUYNSA BO3MOKHOCTHI KYIINPOBAHIA
BEPOSATHEIX OCAOKHCHII B AAHHOM ACIECOHOM YIPEIKAC-
mun. Kax mpasuao, ecan marment Haxoanres zHa 3[1T
yiKe AOATO, Doace 3-4 Mec., OT BEIIOAHCHHSA OHOIICHN
orkaseBatoTcs. Kpome Toro, erre pas HATOMHIM, 9TO
Ouoricus BBIABAACT TOABKO Haamane TMA, Ho He Bepu-
unmpyer ee mpuauny. [Ipu THINYHOM U ATHIIHYHOM
I'VC, ADC, ckAepOAepMHYECKOM ITOYEIHOM KpPH3E,
AexapersenHoit TMA mopdoaorndeckas kapTaHa 110-
YEUHON TKAHK OYACT IIPAKTHYECKI OAMHAKOBOM [33].

Ecan o pesyapraram 6uorncrn penaspaas TMA mc-
KAIOYCHA (HE YIUTBIBAIOTCA OHOIICHU C HEAOCTATOYHBIM
KOAMYECTBOM MATEPHAAQ, HEOIIPEACACHHBIM 3aKAIOUE-
HHEM MOPOAOTra), IIEPEA BKAFOUEHHUEM B AHCT OKH-
AAHHA IIPOBOAUTCA OOBIYHOE 0OcAeaoBanue. Caeayer
HIOAYEPKHYTB, YTO IIPH COXPAHEHNH CEPHE3HOIO KAMHH-
YECKOIO IIOAO3PCHIUA AOIIOAHHTEABHOE HEUHBA3UBHOC
00CACAOBAHHE TOKE IIPOBOANTCA AQKE IIPH OTPUIIATEAD-
HBIX PE3YABTATAX MOP(OAOIIIECKOIO HCCACAOBAHUS,
KaK U B TeX CAy9asx, korAa TMA obnapyxeHa. 910 00-
CAEAOBAHIE AOAKHO BKAIOYATH OIPEACACHHE AKTUBHO-
cru ADAMTS13 u maangns nuaraduropa ADAMTS13
B IIAA3Me€ Y IAIHECHTOB C TPOMOOIUTOIICHNEH — YPOB-
Hem TpombounTos Huke 70X10%/a, mccaeaoBanne
KPOBH Ha AHTUKAPAHOAUIIIHOBBIC AHTHTECAR, AHTHTCAL
K B2-raukonporenny I, BOAYaHOYHBIH aHTHKOATYAAHT
(IIpH IOAOKHTEABHOM PE3YABTATE AAS IIOATBEPIKACHIA
anaraoza APC obcaepoBaHmIE HEOOXOAIMO ITOBTOPUTD
uepes 12 meaean) [34]. ITockoAbKy 3HAYMTEABHASA YACTD
caygaes AQC mabaropaaercs y manuentos ¢ CKB, me-
A€COODPA3HO IIPOBECTH TAK/KE NCCACAOBAHUE HMMYHO-
AOTMYECKHX MAPKEpOB BoAuaHKH. KoHmeuno, caeayer
HCKATOYNTD U CUCTEMHYIO CKACPOAEPMUIO, HO BCE-TAKH
HAITIEHTHI CO CKAEPOAECPMUEH OOBIYHO MMEFOT KAMHH-
YEeCKUI AMATHO3. B OTACABHBIX, AOCTATOYHO PEAKHX
CAYYaSIX, V HALIMCHTA MOKET OBITh BBIABACHA HE OAHA
Ooae3np, HaTpuMep, BoadanouHb Hedpur u al'VC
uan IgA-nedpomarua u al'VC [35-37].

[Tpu uckarouernu TTTI, CKB, ADOC (a B HekoTOpBIX
CAy9YasX W IPU BBIABACHHN BOAYAHOYHBIX U aHTH(HOC-
(pOAUIIIAHBIX aHTHTEA, ITOCKOABKY rmarnenTsl ¢ CKB
u ADPC moryr umers Bropuunsiit al'VC ¢ Haamanem
MYTaIui) HEOOXOAMMO ITPOBECTH MOAEKYAAPHO-TEHE-
THYecKoe nccaeaobanue manaeAn «al VO u, kpaiine xe-
AQTEABHO, orpeAescHue auTureA K pakropy H. B cay-
“ace BBIABACHHSA ITATOTCHHBIX HAU BEPOATHO ITATOTCHHBIX
TEHETHYECKUX BAPHAHTOB KOMITAEMEHTA ITPH HAAUYNHI
TMA martzrentTy yeranasausaercsa anartos al VG, u mpo-
BOAHTCA COOTBETCTBYIOINAA IIPOMHAAKTUKA PEIIMANBA
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3aboAeBaHUA TPH TpaHCHAAHTAIIH. CAOKHOCTD 3aKAFO-
YAETCA B TOM, 9TO OTCYTCTBHE TCHETUIECKIX BAPHAHTOB
CHCTEMBI KOMITAGMEHTA AN BBIABACHIE MyTaIIMIi C He-
AcHpIM 3HadeHHeM He uckarogaer al YC [38]. B moa00-
HBIX CHTYAIIHAX CAEAVET €ITIe Pa3 IIPOBECTH IIOAPOOHYIO
OIICHKY AMYHOIO M CEMEHHOTO aHAMHE32 ITAITMEHTA,
KAMHIYECKOH KAPTHHBI, OOPATHTHCA 32 IIOMOIIBIO
B 3KCIIEPTHBII IeHTpP. EcAM KAMHIKO-aHAMHECTHYECKT
ycraraBAuBaetca TMA o IpH 9TOM HCKAIOYAIOTCA APY-
e HPI/ILII/IHBI MI/IKPOHHFI/IOHQTI/II/I, HaHHCHTy CTaBUTCA
Amarao3 al'VC AazKe IpH OTPHIIATEABHBIX PE3YABTATAX
TEHETHYECKOTO TECTHPOBAHIAL.

AOIIOAHHTEAPHBIMU aPIYMEHTaMH B I10AB3Y al'VC
MOIYT OBITb OHOMAPKEpPHI AKTUBALIMH KOMIIACMCHTA,
OIIPEACAECHHE KOTOPHIX ITOKA HE BOIIAO B INHPOKYIO
KAMHHYECKYIO IIPAKTUKY, HO MOKET OBITh OYEHb I10-
AE3HBIM AAS ITOATBEPKACHUSA KOMITAEMEHT-OIIOCPEAO-
BaHHOTO xapakrepa TMA: 310 BBICOKHIT ypOBEHD pac-
TBOPHUMOTO MeMOpaHoaTakyrorero komrmaexca (C5b-9)
B kpoBu, Actosurmsa C5b-9 B kyAbType KAECTOK 9HAOTE-
AVl ¥ B TKQHAX ITAIINEHTA (TOAOKUTEABHOE OKPAIITHBA-
HHUe OHONTATA IIPU NMMYHOTHCTOXHMITYECKOM HCCAE-

soBarnn Ha C5b-9 u C4d) 33, 39].
3akaroueHue

B mocaeaHee AecATHAETHE KOAIECTBO ITYOAUKALIHIA,
nocssimrerasrx al'VYC u TMA sHaYHTEABHO yBeAHYH-
AOCB, 9TO CIIOCOOCTBOBAAO VAVUIICHHUIO AHATHOCTHKI
al'VC. V MHOrHEX Bpadeii HOABHACH COOCTBEHHEBIH OIIBIT
Beaenus manuenTos ¢ TMA. Tem me Menee, ocTaroTcs
npobaemsr anarsocruku al'VC, ocobenno mpu o1-
CYTCTBHH ITOAHOIO CHMIITOMOKOMITACKCA, Pa3BHTHUA
ArokaapHO-mIouewHO TMA. Hekoropsie maruesTs
¢ al'VC aocrararor tepmumassaoi XITH u Brarouarorcs
B AHCTBI OKHMAQHUA TPAHCIIAAHTAIINOHHBIX IICHTPOB Oe3
YCTAHOBACHHSA IIPABUABHOTO AMArHO32. BeIoAHEHMIE
TII Takum GOABHEIM C IIPUMEHEHHEM OOBIYHBIX IIPO-
TOKOAOB BEACHHA YPEBATO CEPHE3SHBIMU ITOCACACTBH-
AME — permAnBoM TMA B ITOYedHOM TPAHCIIAAHTATE,
ObIcTpPOI ImoTepell (DYHKIHH TPAHCIAAHTHPOBAHHON
mo4kn, paspuruem cucreMuoir TMA ¢ yrposkarornuvu
KU3HNI OpraHHbIMI/I HOPa)KCHI/IﬂMI/I. HCPCAKO TOABKO
IIOCAE TIOTEPU IIEPBOTO TPAHCIIAAHTATA BIIEPBBIEC BO3-
HukaeT noaospenne Ha al'VC, mpu 9T0M B yCAOBHAX
AeHIIITa AOHOPCKHUX OPraHOB BO BCEX CTPAHAX MUPA,
BO3MOKHOCTH CCHCHOMAN3AIINH ITAINCHTA (TIOABACHEA
antu-HLA amruren) mocae neppoit T, Bosnuknose-
HUfA HEraTUBHOTO oTHomIeHusA manuenTa k TI1 mocae
HEYAAYH IIEPBOI OIEPAITNH, BEIITOAHCHHE ITOBTOPHOMI
TPAHCIIAQHTAIINN MOZKET CTATh CEPhE3HOM IIPOOAEMOIL.

[To ormrcaHHBIM BBIIIIE TIPHYHTHAM IIEPEA HePOAO-
raMH, CHENNAAUCTAMA 110 AHAAU3Y, TPAHCIAAHTOAO-
raMu, KOTOPBIE HAIIPABAAFOT arueHToB Ha TTI manm yaa-
CTBYIOT B pabOTE KOMHCCHIT ITO BKAIOUEHHIO ITAITHCHTOB
B AucT oxuAanmA TT1, crouT BaxHas 3aAaua — He 1pory-
crutp al'VC y HaIneHToB ¢ HeACHBIMU IIPUYNHAME Tep-
muzasbHOH XITH. Ocoboe BHIMAaHME, TO-BHAIMOMY,
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HEOOXOAUMO YAEAATH MOAPOCTKAM M IAITHEHTAM MO-
AOAOTO BO3pacTa ¢ TaKeAOH Al', pesancTeHTHOMN K Ac-
YCHHIO AHEMHEH, SITN30AAMH TPOMOOITHTOIICHHH, AFO-
OBIMHI 9KCTPAPEHAABHBIME ITOPAKEHIAMH, TTAITHEHTAM,
neperectuM TUIIHEI [V C, seHIIIHAM, ¥ KOTOPHIX
IIOYEYHAA HEAOCTATOYHOCTD PAa3BHAACH IIOCAE ITEPEHE-
ceHHOII TskeAol npeskaamicnn/ HELLP-cuuapoma,
a TAKKE ITAIMEHTAM, IIOTEPABIIIM CBOM ITEPBHIM PEHAAD-
HbI TpaHcrAaaTaT n3-3a TMA. B amaraocruke al'VC
U OIPEACACHHH AAABHEHINIEH TAKTHKU § KAHAHAATOB
Ha TII ¢ HeACHBIM AMATHO30M DOABIITYIO POADL UIPAFOT
HE TOABKO BEICOKOTEXHOAOTMYHBIE METOABI ODCAEAOBA-
HUS, TAKHE KAK T€HETHYECKOE MCCAEAOBAHIE CHCTEMBI

EN. Mpokonetko

KOMITAEMEHTA, IMMYHOAOTHIECKHE METOAB OOCAEAOBA-
HHSA, MOP(DOAOTHYECKAS AMATHOCTHKA, HO M TINATEABHAS
OLICHKA aHAMHE34, B TOM YHCAE CEMEHHOTO (IIpH HEOO-
XOAHMOCTH — 3aIIPOC MEAHMITIHCKIX AOKYMEHTOB U3 APY-
IUX ACYECOHBIX VIPEKACHUIT), AHAAU3 OCOOEHHOCTEH
TedeHUs ODOAE3HI, HCKAIOYCHHE APYTHX Ipudaus XbI1
5 craanm. [Ipuvenenue MyAbTHAUCITUIIAMHAPHOTO TTIOA-
XOAA C IIPUBAEYECHUEM SKCIIEPTOB PA3AMYHBIX CIIEIIHAAD-
HOCTEH, KOAAECTHAABHOE OOCY/KACHUE CAOMKHBIX KAMHH-
YECKHX CAYIAEB MOKET IIOMOYb YCKOPHTH AHATHOCTHKY
U YAYYIIHTD KAK PE3YABTATH TPAHCIIAAHTAIINI TIOYKH,
TAK M IPOTHO3 3a00AEBAHUA B IIEAOM y IAIIHEHTOB
¢ nponymenasiv al VC.

ABTOp y4yacTBoBasl B O5,Da3OBaTeJ7beIX rporpammax KoMrnaHui «ANeKCuoH», «leHepuymy, «AcrpaSeHeKa»

The author participated in educational programs of the companies «Alexion», «Generiumy, «AstraZenecax

WHdbopmaums o6 aBTope:

[Mpokonenko Enena MBaHoBHa — A-p Mef,. Hayk, Mpodeccop kadeapbl TPaHCNAaHTONOrMK, HedpPONOrMn U NCKYCCTBEHHbIX opraHos BY3
MO MOHUKA nm. M.®. Bnagmummpckoro, Bpad-Hedoponor FbY3 MO MOHWWAT, e-mail: renalnephron@gmail.com, ORCID: 0000-0002-

7686-9816

Author’s information:

Elena I. Prokopenko, e-mail: renalnephron@gmail.com, ORCID: 0000-0002-7686-9816

Crucok Aureparypsl

1. Thompson G.L., Kavanagh D. Diagnosis and treatment of
thrombotic microangiopathy. Int | Lab Hematol. 2022. 44(Suppl
1):101-113. doi: 10.1111/ijlh.13954

2. Brocklebank V., Wood K.M., Kavanagh D. Thrombotic
microangiopathy and the kidney. Clin ] Am Soc Nephrol. 2018.
13(2):300-317. doi: 10.2215/CJN.00620117

3. Gallan A.]., Chang A. A new paradigm for renal throm-
botic microangiopathy. Semin Diagn Pathol. 2020. 37(3):121-126.
doi: 10.1053/j.semdp.2020.01.002

4. McFarlane P.A., Bitzan M., Broome C. et al. Making the
correct diagnosis in thrombotic microangiopathy: a narrative re-
view. Can ] Kidney Health Dis. 2021. 22;8: 20543581211008707.
doi: 10.1177/20543581211008707

5. Palma L.M., Vaisbich-Guimardes M.H., Sridharan M. et
al. Thrombotic microangiopathy in children. Pediatr Nephrol.
2022. 1-14. doi: 10.1007/s00467-021-05370-8

6. Akesson A., Martin M., Blon A.M. et al. Clinical charac-
terization and identification of rare genetic variants in atypical he-
molytic uremic syndrome: A Swedish retrospective observational
study. Ther Apher Dial. 2021. 25(6):988-1000. doi: 10.1111/1744-
9987.13634

7. Palma L.M., Sridharan M., Sethi S. Complement in
secondary thrombotic microangiopathy. Kidney Int Rep. 2021.
6(1):11-23. DOL: 10.1016/j.¢kir.2020.10.009

8. Noris M., Remnzzi G. Atypical hemolytic-uremic syn-
drome. N Engl | Med. 2009. 361(17):1676-1687. doi: 10.1056/
NEJMra0902814

9. Le Quintrec M., Zuber J., Moulin B. et al. Complement
genes strongly predict recurrence and graft outcome in adult
renal transplant recipients with atypical hemolytic and uremic

214 Hedponorua n guanuz - T. 26, N2 2 2024

syndrome. Am | Transplant. 2013. 13:663-675. doi: 10.1111/
ajt.12077

10. Greenbaum 1..A., Fila M., Ardissino G. et al. Eculizumab
is a safe and effective treatment in pediatric patients with atypical
hemolytic uremic syndrome. Kidney Int. 2016. 89(3):701-711. doi:
10.1016/.kint.2015.11.026

11. Tang Z.C., Hui H., S$hi C., Chen X. New findings in
preventing recurrence and improving renal function in AHUS
patients after renal transplantation treated with eculizumab: a sys-
temic teview and meta-analyses. Ren Fail. 2023. 45(1):22312064.
doi: 10.1080,/0886022X.2023.2231264

12. Hanna R.M., Henriksen K., Kalantar-Zadeh K. et al.
Thrombotic microangiopathy syndromes-common ground and
distinct frontiers. Adv Chronic Kidney Dis. 2022. 29(2):149-160.
el. doi: 10.1053/j.ackd.2021.11.006

13. Saba E.S., Cambron |.C., Go R.S. et al. Clinical associa-
tions, treatment, and outcomes of renal-limited thrombotic mi-
croangiopathy. Blood. 2018. 132 (Suppl_1): 4978. doi: 10.1182/
blood-2018-99-117723

14. Garlo K., Dressel D., Savic M., VVella ]. Successful ecu-
lizumab treatment of recurrent postpartum atypical hemolytic
uremic syndrome after kidney transplantation. Clin Nephrol Case
Stud. 2015. 3:8-13. doi: 10.5414/CNCS108491

15. Avila A, Vizeaino B., Molina P. et al. Remission of aHUS
neurological damage with eculizumab. Clin Kidney J. 2015. 8(2):
232-236. doi: 10.1093/ckj/sful44

16. Brocklebank 1., Walsh P.R., Smith-Jackson K. et al. Atypi-
cal hemolytic uremic syndrome in the era of terminal comple-
ment inhibition: an observational cohort study. Blood. 2023.
142(16):1371-1386. doi: 10.1182/blood.2022018833



Kak He nponyctutb ATUMUYHBI FeMOﬂMTHKO-ypeMM‘IeCKMﬁ CMHOPOM Y NALMEHTOB B IMCTE OXMUAAHMS TOAHCNAAHTALMM NOYKM

17. Claes K J., Massart A., Collard L. et al. Belgian consen-
sus statement on the diagnosis and management of patients
with atypical hemolytic uremic syndrome. Acta Clin Belg, 2018.
73(1):80-89. doi: 10.1080,/17843286.2017.1345185

18. Tseng M.H., Lin S.H., Tsai |.D. et al. Atypical hemolytic
uremic syndrome: Consensus of diagnosis and treatment in Tai-
wan. | Formos Med Assoc. 2023. 122(5):366-375. doi: 10.1016/j.
jfma.2022.10.006

19. I'lpoxonenxo E.H. Ilpumenenue speporumyca y de
NIOVO PEIUITHCHTOB IIOYCYHOTO TPAHCIIAAHTATA. BecTHuK
TPAHCIIAAHTOAOIUH 1 UCKyccTBeHHBIX opranos. 2010. 12(2): 74-
81.

Prokopenko E.1. Everolimus in de novo renal transplant
recipients. Russian Journal of Transplantology and Artificial Or-
gans. 2010. 12(2):74-81. (in Russ.).

20. I Ipoxonenxo E.J., Ilepbaxosa E.O., Bamasu A.B. u dp.
Pesyabrarsl IPOPUAAKTUKE IIHTOMETAAOBHPYCHON NH(DEKIHI
BAATAHIIUKAOBIPOM Y IIAIIMEHTOB C TPAHCIAAHTHPOBAHHOM
nouxoif. Kanamrdeckas Hedpoaorms. 2013, 5:37-41.

Prokopenko E.I, Sheberbakova E.O., Vatazin A1 et al.
Valganciclovir in cytomegalovirus prophylaxis in renal transplant
recipients. Clinical Nephrology. 2013. 5:37-41. (in Russ.).

21. Koznoscxan H.A., Aodporpasos B.A., bodposa A.A. u op.
KAnH#4eCKIE PEKOMEHAALIN 10 BEACHUEO B3POCABIX HAIIUCHTOB
C ATHIINYIHEIM T'CMOAHUTHKO-YPEMHYCCKUM CHHAPOMOM.
Hedpororms m amanms. 2023. 25(4):465-492. doi: 10.28996,/2618-
9801-2023-4-465-492

Kozlovskaya N.1., Dobronravoy 17 A., Bobrova 1. A. et
al. Clinical guidelines for the management of adult patients with
atypical hemolytic-uremic syndrome. Nephrology and Dialysis.
2023. 25(4):465-492. doi: 10.28996/2618-9801-2023-4-465-492.
(in Russ.).

22. Teixerra C.M., Tedesco Stlva Junior H., Monra I . A.R. ¢t al.
Clinical and pathological features of thrombotic microangiopathy
influencing long-term kidney transplant outcomes. PLoS One.
2020. 15(1):¢0227445. doi: 10.1371/journal.pone.0227445

23. Imanifard Z., Liguori L., Renmnzzi G. et al. TMA in kidney
transplantation. Transplantation. 2023. 107(11):2329-2340. doi:
10.1097/TP.0000000000004585

24. Siedlecki A.M., Isbel N., Vande Walle |. et al. Eculizamab
use for kidney transplantation in patients with a diagnosis of atypi-
cal hemolytic uremic syndrome. Kidney Int Rep. 2018. 4(3):434-
446. doi: 10.1016/j.¢kir.2018.11.010

25. Gonzalez Snarez M.L., Thongprayoon C., Mao M.A. et al.
Outcomes of kidney transplant patients with atypical hemolytic
uremic syndrome treated with eculizumab: a systematic review
and meta-analysis. ] Clin Med. 2019. 8(7):919. doi: 10.3390/
jem8070919

26. Walle .V, Delmas Y., Ardissino G. et al. Improved renal
recovery in patients with atypical hemolytic uremic syndrome
following rapid initiation of eculizumab treatment. ] Nephrol.

LUkona Hedponora

2017. 30(1):127-134. doi: 10.1007/s40620-016-0288-3

27. Ferraris | R., Ramirez | A., Ruiz S. et al. Shiga toxin-
associated hemolytic uremic syndrome: absence of recurrence
after renal transplantation. Pediatr Nephrol. 2002. 17(10):809-14.
doi: 10.1007/500467-002-0936-9

28. Frémeansc-Bacchi V., Sellier-Leclerc A.1., Vieira-Martins
P. et al. Complement gene variants and shiga toxin-producing
Escherichia coli-associated hemolytic uremic syndrome: retro-
spective genetic and clinical study. Clin ] Am Soc Nephrol. 2019.
14(3):364-377. doi: 10.2215/CJN.05830518

29. Alberti M., Valoti E., Piras R. et al. Two patients with
history of STEC-HUS, posttransplant recurrence and comple-
ment gene mutations. Am | Transplant. 2013. 13(8):2201-2206.
doi: 10.1111/2jt.12297

30. Dowen ., Wood K., Brown A.L. et al. Rare genetic vari-
ants in Shiga toxin-associated haemolytic uraemic syndrome: ge-
netic analysis prior to transplantation is essential. Clin Kidney J.
2017. 10(4):490-493. doi: 10.1093/ckj/sfx030

31. Poggio B.D., McClelland R.L., Blank K.N. et al. System-
atic review and meta-analysis of native kidney biopsy compli-
cations. Clin ] Am Soc Nephrol. 2020. 15(11):1595-1602. doi:
10.2215/CJN.04710420

32. Halimi ].-M. Complications after native kidney biopsy:
definitive data. Curr Opin Nephrol Hypertens. 2021. 30(6):555-
558. doi: 10.1097/MNH.0000000000000736

33. Palma L.M.P.,, Sridharan M., Sethi S. Complement in
secondary thrombotic microangiopathy. Kidney Int Rep. 2021.
6(1):11-23. doi: 10.1016/j.ekir.2020.10.009

34. Miyakis S., Lockshin M.D., Atsumi T. et al. International
consensus statement on an update of the classification criteria for
definite antiphospholipid syndrome (APS). ] Thromb Haemost.
20006. 4(2):295-306. doi: 10.1111/}.1538-7836.2006.01753.x

35. Kime M.]., Lee H., Kim Y.H. et al. Eculizumab therapy
on a patient with co-existent lupus nephritis and C3 mutation-
related atypical haemolytic uremic syndrome: a case report. BMC
Nephrol. 2021. 22(1):86. doi: 10.1186/512882-021-02293-2

36. Albamond I, Freiberg S A. Successful discontinuation of
eculizumab in a pediatric patient with atypical hemolytic uremic
syndrome and underlying systematic lupus erythematosus. Cureus.
2022. 14(5):¢25117. doi: 10.7759/cureus.25117

37. Manenti 1., Rossi G.M., Pisani 1. et al. 1gA nephropathy
and atypical hemolytic uremic syndrome: a case series and a lit-
erature review. ] Nephrol. 2022. 35(4):1091-1100. doi: 10.1007/
s40620-021-01189-6

38. Fremeausc-Bacchi V., Fakhouri F., Garnier A. et al. Genet-
ics and outcome of atypical hemolytic uremic syndrome: a na-
tionwide French series comparing children and adults. Clin ] Am
Soc Nephrol. 2013. 8(4):554-562. doi: 10.2215/CJN.04760512

39. Blasco M., Guillén E., Quintana 1..F. et al. Thrombotic
microangiopathies assessment: mind the complement. Clin Kid-
ney J. 2020. 14(4):1055-1066. doi: 10.1093/ckj/sfaal95

[ata nonyuenus crarsm: 27.01.2024
[ara npurstis k nevar: 03.04.2024
Submitted: 27.01.2024
Accepted: 03.04.2024

Hedponorua u guanus - T. 26, N2 2 2024 215





