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TPYAJHOCTU JUATHOCTUKU ATUITMIHOT'O
I'EMOJJUTUKO-YPEMHNYECKOI'O CUHIAPOMA

Haranbs Buktopona ®OMUHA'2, Jlronmuaa Januunosaa YECHOKOBA''?,
Oubra Anexcanaposia KOHIEPOBA! Ceeriiana AnatoibreBia CMAKOTHUHA'?,
Exarepuna Bragumuposna YTKHUHA? Bnaguciaas IOpsesnu MCAEB?

! Kemeposckas obnacmuas kiunuueckas oonvhuya um. C.B. Bensesa
6500606, e. Kemeposo, Oxmsabpwvckutl npocn., 22

2 Kemeposckuil 20¢yoapcmeeniivlil MeOuyunckuil yrnuseepcumem Munzopaea Poccuu
650056, 2. Kemeposo, yn. Bopowunosa, 22a

[IpexncraBnen cirydail KIMHUYECKOTO HAOIIOACHUS MAIIMEHTKN C aTHITUYHBIM TEMOJIUTHKO-YPEMUYECKUM CHHJIPOMOM
(aI'VC). al'YC — 3abosieBanue, XxapakTepU3yrolieecs: HeOIaronpusTHHIM IPOTHO30M (TSDKEJIOE HITH KatacTpoduyuecKoe
TeYeHne ¢ OBICTPBIM pa3BUTHEM TEPMUHAIBHOM MOYEYHOH MM ITOMMOPraHHON HemocrarodHocTH). Llens mcenenosa-
HUSI — OLICHUTH NOX0Ab! Auddepenimanbaoi quarnoctuku al'YC B KiIMHUUECKOH npaktuke. MaTtepuasa u MeTOABbI.
HccnenoBanne npoBOAMIOCH HAa Oa3e HEPPOIOTHIECKOTO OTAeNeHs KemepoBckoi 001acTHON KIIMHIMYECKOH OOJIbHU-
sl umeHu C.B. bensesa. [IpencrapneHo kinHueckoe HabmoneHre nanueHtku J1. 26 net. Pe3yabTaTbl 1 HX 00CyxK/1e-
Hue. [y nocranosku quarnosa al'YC HeoOxomumMo: 1) qHarHoCTHPOBaTh MUKPOAHTHOMIATHYECKYIO TeMOIIMTHIECKYTO
aHeMUIo (ee MPHU3HAKKU — TPOMOOIMTOIICHNSI MJIM CHHM)KEHHE 4YHciia TpoMOouuToB Oonee yeM Ha 25 % OT MCXOAHOTO,
nopaxkenue BHyTpeHHUX opranoB (mouku, [THC, XXKT, cepare, nerkue)); 2) uckiarounts I'YC, BbI3BaHHBIN MPOIYLH-
pytomieit [lura-toxcun Esherihia coli (STEC-I'YC; orpunarenbhbiii pe3yiasrat Ha [lura-TOKCHH B KPOBH U CTYJIE),
TpoMOoTHYECKy0 TpomOoruTonennyeckyro mypmypy (TTII), cuctemuble 3a001eBaHNs COCAMHUTENBEHON TKAHH, KaTa-
crpopuueckuii antudochomunuanpii cunapom, BUYU-nndekuunto; 3) onpenenuts akTHBHOCTh METAJUIONPOTEHHA3bI
ADAMTSI3 (ee cHmkenne montBepxaaet auarao3 al' YC); 4) onpenenuTs copep:kaHie KOMIIOHCHTOB KOMILICMEHTA
C3 u C4. Y nauyeHTKy Ha NepBOM dTare Oblla AMAarHOCTHPOBaHA TPOMOOTHUYECKAss MUKPOAHTHOMATHs (COAepIKaHUe
tpombormToB 37 x 10°/11, KoHIIEHTpalWsl reMorIoouHa 59 /i), nopaxenue nedenn (aktuBHOCTh AcAT, AnAT u JIJIT
cootrBeTcTBeHHO 55, 60 u 824 EJI/n), moyek (ocTpoe MoYeyHOe MOBPEKICHHE), JISTKUX, CEP/Ila, TOJIOBHOIO MO3ra.
Ha Bropom srane 6pumn uckimrodensl STEC-I'YC (mmra-TokcuH B KpoBHU H cTyne He oOHapyxeH), TTII (aktuBHOCTB
ADAMTSI13 - 66 %, B T0 Bpemsi kak pedepeHcHbIe 3HaueHus cocTaBisitoT 93—113 %, a npu TTII ona nuxke 5-10 %), cu-
CTeMHbIE 3200JIeBaHMsI COSIUHUTENILHOM TKaHH, KaracTpodudecknid anTudochonmunuansiii cuaapom, BUY-undexmus,
cencuc. Comeprkanue koMmmoneHToB KommiemMenta C3 u C4 0bu10 B npenenax Hopmbl (cooTBeTcTBeHHO 0,9 11 0,23 /1),
qTO He McKIIrogajo auargos al' YC.

KioueBble ciioBa: TpoMOOTHUYECKass MUKPOAHTHOIIATHS, aTHITHYHBIN T€MOJINTHKO-YPEMUUCCKUIH CHHAPOM, CHCTE-
Ma xoMmiuieMeHnTa, ADAMTS13, skynu3ymao0.
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DIFFICULTIES IN DIAGNOSING ATYPICAL HEMOLYTIC UREMIC SYNDROME

NatalyaViktorovna FOMINA'2, Lyudmila Daniilovna CHESNOKOVA'?,
Olga Alexandrovna KONDEROVA!, Svetlana Anatolevna SMAKOTINA!?2,
Ekaterina Vladimirovna UTKINA?, Vladislav Yuryevich ISAEV?

' Kemerovo Regional Clinical Hospital n.a, S.V. Belyaev
650066, Kemerovo, Oktyabr sky av., 22

2 Kemerovo State Medical University of Minzdrav of Russia
650056, Kemerovo, Voroshilov str., 22a

92 CUBWPCKMIN HAYYHBIN MEOVLUMHCKUM XXYPHAN 2019; 39 (6): 92-97



@omuna H.B. u op. Tpyonocmu 0uazHoCmMuKy amunuyHo20 2eMOoaUmuKo-ypemuyeckoeo CUuHopoma

The paper presents the case of clinical observation of a patient with atypical hemolytic-uremic syndrome (aHUS).
aHUS is a disease characterized by an unfavorable prognosis (severe or catastrophic course with rapid development
of terminal renal or multi-organ failure). The aim of the study is to evaluate the approaches to differential diagnosis of
aHUS in clinical practice. Material and methods. The study was conducted on the basis of the Nephrology Department
of Kemerovo Regional Clinical Hospital n.a. S.V. Belyaev. The clinical observation of patient D., aged 26 years old,
is discussed. Results and discussion. Diagnosing aHUS requires: 1) diagnosing thrombotic microangiopathy (TMA:
thrombocytopenia or decrease in platelet count by more than 25 % of original, visceral damage (kidneys, CNS,
gastrointestinal tract, heart, lungs)); 2) ruling out HUS associated with Shiga toxin-producing Escherichia coli (STEC-
HUS; negative for Shiga-toxin in blood and stool), thrombotic thrombocytopenic purpura (TTP), systemic connective
tissue disease, catastrophic antiphospholipid syndrome, HIV infection; 3) assessing the activity of ADAMTSI3
(decrease confirms the aHUS diagnosis); 4) proving normal content of complement components C3 and C4 as an
additional argument in favor of aHUS diagnosis. At the first stage, the patient was diagnosed with TMA (platelet content
37 x 10%1, hemoglobin content 59 g/1), LDH up to 824 E/I), liver damage (AST, ALT and LDH activity 55, 60 and
824 U/l, respectively), kidney damage (acute renal damage), lungs, heart, and brain damage. At the second stage the
following diagnoses were ruled out: STEC-HUS (Shiga toxin in blood and stool was not detected), TTP (ADAMTS13
activity level was 66 %, whereas reference values are 93—113 %, in TTP — below 5-10 %); systemic connective tissue
diseases catastrophic antiphospholipid syndrome, HIV infection sepsis. Normal values of C3 (0.9 g/1) and C4 (0.23 g/1)

complement components did not rule out the diagnosis of aHUS.

Key words: thrombotic microangiopathy, atypical hemolytic-uremic syndrome, compliment system, alternative

way of activation of the compliment system, eculizumab.
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ATHNUYHBIA TEMOJIUTUKO-YPEMUUYECKHHA CHH-
mpom (al'YC) — penkoe 3aboieBaHWE TMPEHMYIIE-
CTBEHHO TI'€HETHYECKOH NpHpPOAbI, KOTOPOE BXOIUT
B TpyNIy TPOMOOTHYECKHX MHKPOAHTHONATHH
[1, 4]. OcHoBHOI MeXaHW3M €ro pa3BUTHS — XPO-
HUYECKas HEKOHTPOJIUpyeMasi aKTUBAIMsl CHUCTEMBI
KoMmIuieMeHTa [l], cBs3aHHas ¢ MyTalUsSIMH TEHOB,
OTBETCTBEHHBIX 3a CHHTE3 PETYISITOPHBIX OEIKOB
ANbTEPHATUBHOTO IyTH AaKTHUBALMM KOMIUIEMEHTA:
¢akropoB H, I u B, antuten k daxropy H, mem-
opanHoro koakropuoro oenka (MCP, umu CD46),
tpombomoaynuna (THBD), C3-konBeprasbl, KOMIIO-
menra C3, [2, 4, 5, 7, 11, 13, 15]. Ycra"oBIEHO, 9TO
TeHEeTHYEeCKHEe MYTallid B CHUCTEME KOMIUIEMEHTa
SBJISIFOTCSL HE 0053aTebHON IPUYMHOM, a JIUIIb (ak-
TopaMHu, criocoOcTByromumMu pa3sutuio al YC [8].
K tpurrepam otHocsTCS MHQPEKIHH JBIXaTSIbHBIX
nyteit 1 XKKT B 30 % ciygaes, rpunn HIN1 [9], Be-
TpsiHas octa, OepeMeHHOCTh B 7 % ciydaeB, TpaHC-
IJIaHTaIus opraioB B 5 % cinydaes [10]; myckoBsie
¢daxTopel He Bcerna yaaeTcsl HICHTU(UIMPOBATS.
Pacnpoctpanennocts al' YC B Poccun cocraBisier
2-7 cmyuaeB Ha 100 000 nacenenus, oxoso 10 % ot
pacupoctpanennoctu STEC-I'YC (I'YC, BbI3BaH-
HBIH ipoayuupytomieit Llura-tokcun Esherihia coli)
[3,4].

al'YC — xMHUKO-MOP(HOIOTHYECKUI CHHIIPOM,
B OCHOBE KOTOPOTO JICKHT MOBPEKACHNUE IHIOTEIHUS

COCYIOB MUKPOIIUPKYIATOPHOTO pycia. OCHOBHBIMU
CUMIITOMaMU 3a00JICBAHUS SIBIISIOTCS TPOMOOITUTO-
MIeHUs] 1 MUKPOAHTHOTIaTHYeCKas (HeMMMYHHas1) Te-
MOJIUTHYECKAsI aHEMUSI, Pa3BUBAIOIIASICS B PE3yIIbTa-
T€ MEXaHUYECKOTO MOBPEXKICHUS dPUTPOIIUTOB MIPHU
KOHTaKTe C TpPOMOaMH, 3arOITHSIONIUMHU IPOCBET
METKHUX cocynoB. HaOmromaeTcs yMeHBIICHHE YnCTa
TPOMOOITUTOB, OOYCIIOBICHHOE MX TOTPEeOJICHHEM B
Iporecce MHUKPOTPOMOO0Opa30BaHUs, HHIYIHPO-
BaHHOTO aKTHBAaIel TPOMOOIIMTOB MTPU B3aUMOJICH-
CTBUU C YTPATUBILIMMHU B PE3yJbTAaTe MOBPEXKICHUA
€CTECTBCHHYIO TPOMOOPE3UCTCHTHOCTh, KIIETKAMHU
supotenus [6-8, 10, 11, 14]. 'enepanu3oBanHOE 00-
pa3oBaHHe TPOMOOB B MUKPOITUPKYISTOPHOM PyCIIe
MPUBOJUT K UILIEMUYECKOMY TTOBPEXKACHUIO KUZHEH-
HO Ba)KHBIX OPT'aHOB: TIOYEK, TOJIOBHOTO MO3Ta, Cep/I-
ua, XXKT, nerkux u apyrux [4, 6, 7, 8, 12]. Ucxonom
PEIUIUBUPYIONIETO TCUCHHUS 3a00JICBAHUS SBIISCTCS
XpoHHUeCcKas 00ye3Hb rmouek [3, 5, 10]. Ilens Hacto-
SIIIIETO MCCIIEAOBAHUS — OICHHUTh TOAXOMIBI Au(de-
pennmansHOW muarHocTuk al YC B KIMHHYECKOH
MPaKTUKE Bpaya.

MATEPUAJ 1 METObI
B 2017 r. Ha 6a3¢ HEPPOITOTHIECKOTO OTACICHUS

I'AY3 KO «KemepoBckasi oOnacTHas KIMHHYECKAs
ooneHuna uMenn C.B Bensesa» oOciienoBanace ma-
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Koncymnpsramus od-
TaJIbMOJIOTA U UH-
(exunoHucTa

i

Kaunnueckue Ha60paTOprIe I/IHCprMeHTaJILHbIe
Omnpoc OOmwuii aHanu3 KPOBU U MOYN OKT
Ocmortp OO0mMii pa3BepHYTHI OMOXUMHUYCCKHI aHATIHN3 Y3U noyek u OpromrHoi
anprarms I'emocTas (koarymorpamMma) MOJIOCTH
Hepxycenst I'emocra3s (MpuCyTCTBUE BOITYAHOYHOTO aHTHUKOATYJISTHTA Dxokapaunorpadust
AyckynbTanus Muenorpamma Penrtrenorpagus opra-

KucotHo-0cHOBHOE COCTOsIHUE

[psmas u HenpsiMast peakuuu Kymbca

BrrsiBneHue canbMoHenses3a (peakiys NacCUBHOI remar-
mrrotuHanuy), BUY-undexknnu

HccnenoBanne kana Ha BO30yANTENN KHIIEUHBIX HH(EK-

HccnenoBanne KpoBH Ha CTEPUIIBHOCTD

Ckpununr rernaruta B (HBsAg) nu C

HccnenoBanne KpoBH Ha aHTHHYKYJIEapHbIC aHTUTENA,
KOMITOHEHTHI KoMIieMenTa C3 H C4

Uccnenoanue aktusnoctd ADAMTS13

HOB IPY/HOM KJICTKH

D30aroracTpomayon
eHOPHUOPOCKOTHS
(ODIIC)

Puc. Memoowl uccneoosanus
Fig. Research methods

nuentka J[. 26 ner. JuddepeHnmanpaplii TUar€o3
IMPOBOAMNJICA B COOTBETCTBUM C HpHBeIICHHOﬁ Ha pu-
CYHKE CXEMOM.

PE3YJIBTATBI 1 X OBCYXIEHWE

[MTammentka JI. 26 yer mocTymuiaa SKCTPEHHO
02.02.2017 B Hedponoruueckoe otaeneHue. JKauo-
Obl: 00mas c1aboCTh, TOITHOTA, TTO3BIBEI HAa PBOTY,
MOBBIIIEHNE Temneparypsl Tena a0 38 °C, xuakuit
CTyn 0e3 KpOBU W CIIM3U JI0 5 pa3 B CyTKH Ha Mpo-
TSDKEHUU S5 nHel. Anamnues zabonesanus: 08.01.2017
y TalMeHTKU TMOBBICKIACH TEMIleparypa Tejia [0
38,5 °C, nosBuiKCh 0OIb B TOpIIe, 00MIas cliadoCTh.
Ha ¢one nmpuema mapareramosa B TedeHue 7 THEH
HOpMaJM30BaJiach TeMIleparypa, ucuesia Ooib B
ropisie. 23.01.17 noBBICKUIOCH apTepUaNbHOE J1aBie-
mue (AJ]) mo 180/100 MM pT. cT., cTanma HapacTaTh
001as ¢1aboCTh U MOSABUIACH TOIIHOTA, IMAIIMEHTKA
ObLIa TOCIUTAIM3MPOBAHA IO MECTY >KHTEIbCTBA.
02.02.2017 Obta mepeBefieHa B HEPPOIOTHIECKOE
OTJICJICHUE B CBSI3U C HApACTAIOLIEH THIepa30TeMu-
e, anemuen. Anamnes scuznu. Panee 3adojeBaHue
MOYEK OTPHUIIACT, HACICICTBEHHOCTh HE OTATOIICHA.
Bo Bpewmst 6epemennoctu B 2009 1. B 3-M TpuMecTpe
oTMeYalIuch nosbilieHue AJl, n3MeHeHUs B aHaju-
3aX MOYM OTCYTCTBOBAIU. Pezyivsmamul 06ci1edo-
eanusi npu nocmynienuu. OOIIMI aHANW3 KPOBH:
aeMus (comeprkanue spuTporuToB 2,09 x 10/,
remoriobuHa 66 1/11, remaTokput 21 %), obmiee co-
neprkanue JerkoruToB 16,5 x 10°/1, magounosaep-
HBIX — 15 %. O01munii OMOXUMUYECKUH aHAIIN3 KPOBU:
collepkaHne KpeaTHHHHA 863 MKMOIB/J, MOYCBH-
Hbel 29,4 Mmonw/n (runepazoremust). OOmwmit aHa-
T3 MOYHU: SPUTPOLUTYpUs (IPUTPOLHUTHI 15 B moie

3penns). Y3U modek: mpasas mouka 120 X 54 wmw,
napeaxuma 20 MM, JeBas mouka 125 x 54 mw, ma-
penxuma 22 MM, MapeHXUMa MOBBIIICHHOW 3XOTeH-
HOCTH, YaIlleyHO-JIOXaHOYHAs CHUCTeMa He pacIIu-
peHa. B OpromiHo# mosioctu CBOOOHAS KHJIKOCTb.
Takum 00pa3oMm, Ha OCHOBAHWHU CHHAPOMA apTepH-
anpHOM THmepTeH3un (Al'), MOUeBOTO CHHIpPOMA, TH-
Mepa3oTeMHUH, aHEMHUYECKOTO0 CHHJPOMA, KeIyaou-
HOW Y KUIIEYHOHN JUCTICTICHH, HATMYHS TPUTTEPHOTO
(haxropa (PpapunreanpHas uHGEKINA) OBUT BHICTAB-
JIeH TpelBapUTENIbHBIA JHAarHO3 — OCTpOEe MOodYed-
HOoe moBpexneHue oT siHBaps 2017 1., peHanbHOE,
CTa/us OJMTOAHYPHH.

[lpr rocmuTanM3alMM COCTOSHUE MAIMEHTKH
OBUTIO OIIEHEHO Kak TshKelnoe. B TedeHHWe IMmepBBIX
TpeX JHEeW TOCTIHTAIM3AMH COXPAHAJIOCH ITOBBI-
LeHue teMieparypsl tena ao 37,3 °C, nuypes co-
ctaBistn 400-500 Mi/cyTKH, CTyJ JKHAIKWH, CBETIIO-
KOPUYHEBOTO I[BeTa, 6€3 KPOBH U CIIU3U CEMb pa3 U
Oosee 3a CyTKH, MOSBUIMCH MepU(EPUIECKHE OTCKH.
03.02.2017 Ha ¢doHE KOHCEPBATHBHOHN TEpamuu OT-
MeYaJiCsi POCT a30TeMHUH — COJAEpKaHHE MOYEBHHBI
MOBBICKIIOCH ¢ 29,4 o 33,2 MMOJIB/IT, KpeaTHHUHA —
¢ 863 mo 1156 mxmois/11, hocdopa — 1o 3 mr/mi. O6-
U aHaJIU3 MOYM: coliepkaHue Oenka 4,8 1/1, nei-
KOIUTHI 38 B moJje 3peHusi, sputpountsl 10 B mone
3peHUs, TWIUHAPHL: 3epHUCTBIC 0—2, THATWHOBBIC
2,8 B nosie 3peHus. lIpoBoaunace Koppekuus aHe-
MUU 3PUTPOIUTAPHON MACCOM, TpaHC(Y3Hs MPOIILIa
0e3 OCIIOKHEHUIA.

03.02.2017 no 1aHHBIM MHEIOrpaMMBI 3JI0Kaue-
CTBEHHBIX 3a00JIEBaHUH KPOBETBOPHON CHCTEMBI HE
66110 BhIsIBIICHO. [Ipn DDIJIC BBISBICHBI IPU3HAKH
3PO3UBHO-reMopparuyeckoro s3odarura. [Ipsmas u
HenpsiMas Tpo6s1 KymOca Obutn oTpHIIaTeNbHBIE.
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B cBs131 ¢ oTpHunaTensHON THHAMUKOH (HapacTa-
HUE COIEpKaHUS B KPOBU MOUEBHMHBI, KpEaTUHUHA,
kanus, gocopa) 06.02.2017 ObLT BBHIIOTHEH HEp-
BEIN ceanc OmkapOoHaTHOTO muanu3a. Hecmotrps Ha
reMOJIMaIn3, Y MAlMeHTKH COXPAHAJIUCH a30TEeMUs
(comeprkanne moueBuHBI 37,2—15,1 MMoib/iT; Kpea-
TruHUHA 1264-877 MKMomb/n), onmuroanypus. lIpo-
rpeccupoBaja aHemus (cofiepKaHHe TIeMOIIoOMHa
83-58 T1/11), KOMUYECTBO TPOMOOIIMTOB CHHU3HIIOCH
1o 81 x 10%/71. 09.02.2017 u 16.02.2017 Gbutn mpo-
BEJICHbI HCCIIEJIOBAHUE KPOBH Ha CaJbMOHEIIE3 C
MTOMOIIIBI0 PEAKINH TACCHBHON TeMarrIIOTHHAIINN
(O-AT' canbMOHENIEe3HbIH JAUAarHOCTUKYM KOMILIe-
MeHT 1 100; O-ATI' campMOHEIIE3HBIH JHATHO-
ctukym 1,9,12 = 1 : 200; Bu-aatures, caabMoOHETI-
JIE3HBIM AMAarHOCTUKYM — OTPULATEIbHBI) U OCMOTP
WHQPEKIIMOHUCTOM, KHIIeYHAas WH(EKIs HUCKITIoue-
Ha. MccnenoBanue kposu Ha BUY, reMokynsrypy,
renatutsl B u C, cuduimc nmokasano ux OTCyTCTBHE.

Ha ¢one neuenwus ¢ 11.02.2017 ormeuanack HOp-
MalHu3anys TeMIIepaTyphl Tejla, YMEHBIIWIACh Ya-
cToTa cTyna g0 1-2 pa3 B aeHb. Juypes cocTaBisn
100 mut/cyTkn. CoxpaHsiach TSHKENas aHEMHUSI, TIOBBI-
cunack aktuBHOCTH ACAT (55 E/n), AnAT (60 E/n),
JIAT (824 E/m), nmosiBunack runonpotenHeMus (53—
48 r/m), runoansoymuHeMus (28—26 r/m). YuuTsiBas
nossellieHne akTuBHOCTH JIJIT, ykassiBaroiee Ha Mu-
KPOAHTMONATUYECKUI TeMONN3, TPOMOOLUTONIEHHIO,
HapyIieHue QYHKIMH ITOYEK, OTIPABICHBI 00Pa3IThI
KpOBU Ha uccienoBanue aktuBHoctn ADAMTS13
[3, 6, 8, 10, 11, 14, 15], xotopoe coctaBuio 66 %
(petepencunie 3Hauenus 93-113 %), uro cBuue-
TEJILCTBYET O TPOMOOTHYECKOH MUKPOAHTHONIATHH.

Ilo pesynpraTtam yIbTpa3ByKOBBIX, PEHTTEHO-
JIOTHYECKHUX HCCIIEIOBAaHUI BHYTPEHHUX OPTaHOB U
OTPHULIATEIBHBIX PE3YABTATOB MOCEBOB KPOBU Ha CTeE-
pwibHOCTH Ne 5 OB MckitoueH cericuc. [lomydeHsr
OTpHIIaTeNIbHbIE PE3yNbTaThl Ha aHTHHYKYJIEapHbBIE
aHTHUTENa, BOJYAHOYHBIH aHTHUKOATYJSHT, HOPMallb-
HBIE 3HAUEHUS COMEPIKaHUS KOMIIOHEHTOB KOMILIE-
menTa C3 (0,9 r/n) u C4 (0,23 r/m). 19.02.2017 na-
[IMEHTKa OTMETWJIA yXy/uIeHne 3peHns. OcMoTpeHa
0o TaITEMOJIOTOM ¥ BBICTAaBIIEH IWArHO3: THIIEPTEH-
3MBHAA MOYEYHAas HEHpOpeTHHONATHs. 3aKIoueHUe
KOHCUJIMyMa B COCTaBe 3aMECTHTEJIS IJIaBHOTO Bpadya
OONMBHUIIEI TIO JICUeOHOW paboTe, COTPYIHUKOB Ka-
Gbenpsl GakynbTETCKON Teparuu, 3aBeAyIOLIEro OT-
JISJICHUEM TPaHC(]y3UOJIOTHH: yUUTHIBAs aHEMHUIO,
TPOMOOITUTONIEHUIO, OCTPYIO ITOYEYHYIO HEI0CTa-
TOYHOCTh, Al, OTCYTCTBHE CYCTaBHOTO CHHJAPO-
Ma, KO)KHOTO CHHJIpOMa, BbicTaBieH auartos ['YC,
B IUIaH Ju(QEepeHInaIbHOTO TUarHo3a BKIIOUEH
al'VC. HaznaueHbl MHQY3UH CBEKE3aMOPOKEHHOU
TUTa3MBbl, PEKOMEHIOBAHO Ha3HaYeHHE IKyIn3ymaa.

Y4uuTteIBas TSKEI0€ COCTOSIHME TAIlMeHTKH, OHa
Obula miepeBeeHa B oTAeIeHue peanuManuu. [loce

BBEJICHHS CBE)XE3aMOPOKEHHOW IIa3Mbl B 00beMe
1980 M1 cocTOsSIHME MAITMEHTKH YXYAIIIIOCH, Hapac-
Talla OBILIKA, YaCTOTA CEpACUHBIX cOoKkpaleHuit 140
B MUHYTY, moBeictiiock AJl mo 200/100 MM pT. CT.
AyCKyJIbTaTUBHO B JIETKMX BBICIYIIHUBAJIOCH KECT-
KO€ JIbIXaHWe, OCIaOJIeHHOE B HIDKHHUX OTJelax,
Oompiie cieBa, MOSBWIINCH BiIaKHBIE XpHIbL. [lo
peHTreHorpaui OpraHoB T'PYAHOW KIETKH 3aCTOH
B MajoM Kpyre KpoBOOOpaileHHs, TBYXCTOPOHHUN
ruaportopakc. [IpoBonmiack mocTtosHHas HH)Y3US
HutpornuuepuHoM 4—6 min/a. 20.02.2017 cocrosinue
YXYAIIaIOCh, HapacTalla JpIXaTelbHas HeJ0CTaTo4-
HOCTb, Hapymuioch co3Hanue. llammenTtka Obuia
repeBe/icHa Ha MCKYCCTBEHHYIO BEHTWIALUIO JIeT-
kux. 23.02.2017 cocTossHME OCTaBalOCh KpaitHe Tsi-
JKEJTBIM, OBLTO 00YCIIOBICHO CHHIPOMOM TOJIMOpPTaH-
HOHM HemocTatoyHoCcTH. OTMevanoch cHukeHue Al
1o 114/64 mw pr. cT., pasBmitack anypus. 24.02.2017
Habmonanack runotonust AJl 50/20 MM pr. cT. Ha
(oHe BBeIEHHMSI IPECCOPHBIX TO3MPOBOK aJpeHalu-
Ha, Mo OKI' CHHYCOBBIH PUTM CMEHWICS Ha HIHO-
BEHTPUKYJSAPHBI C KOPOTKUMH TapOKCHU3MaMH
(bUOpMILTATINY JKETYJOYKOB. PeaHnMarmonHeie Me-
ponpusitust 66Ut He 3 dexTrBHEI U B 19:00 OpUTa
KOHCTaTUpOBaHA CMEPTh MAIMEHTKU. OKyIn3ymad
MAIUeHTKEe HEe BBOJWICS B CBS3H C €r0 OTCYyTCTBH-
eM B Kemepogckoii obmactu. dupma, BEITYCKAIOIIAS
JIAaHHBIN TIperapar, Obljla TOTOBAa MPEJOCTAaBUTh €r0
3a CYeT CIOHCOPCKOW TIOMOIIM, OJHAKO HE ycrelna
MIOCTAaBUTh B KIMHUKY. [10 JaHHBIM BCKPBITHS HETIO-
CPEJCTBEHHAs MPUYMHA CMEPTHU: JIETOUYHO-CEpeUHast
HEJOCTaTOYHOCTh. KnMHMYECKuil 1 MaTonoro-aHaro-
MHYECKHUI IMarHo3 COBIAJIN.

Takum oOpazom, auarnoctuka al' YC B gaHHOM
clly4ae TIpeACTaBIsUIach JTOCTAaTOYHO CIIOKHOW 3a-
naveld, TpeOyroled HCKIIOYeHUs] JPYruxX TpomOo-
TUYECKUX MHuKpoaHruomnartuii. [IpoBommncs mud-
(bepeHIIMANBHBIN AWAarHO3 MEXIy TEePBUYHBIMHU
(TpoMOOTHYECKas TPOMOOLIUTOIIECHUYECKasl ITypIypa
(TTII), STEC-I'YC u al'YC) u BTOpUYHBIMH TPOM-
OOTHYECKMMH MHUKPOAHTHOTATUSAMHU  (CHCTEMHBIE
3a00IeBaHU COCTUHHUTEILHONW TKaHM, KaTacTpo-
(uveckuit anTHdOChOTMIHIHBIA cuHApoM, BUY-
nH(peknns). B cooTBeTCTBUM C TpecTaBIeHHOM Tab-
JIMIEN maneHTKe OblLI BeIcTaBiieH guarnos al YC.

SAK/TIIOYEHUE

[Ipoananu3upoBaHHbI KIMHUYECKUH Cllydaid
JIOKa3bIBaET, 4TO He0OX0MuM auhhepeHIIMPOBAHHBIH
ITOJTX0]T K OCHOBHBIM (JOpPMaM TPOMOOTHUYECKUX MH-
kpoanrronatuii. [ mocranoBku nmarxoza al'yYC
HEOOXOIMMO:

1) muarHoCTHpOBaTh TPOMOOTHYECKYH) MHKPO-
AHTHOTATHIO, TPU3HAKAMH KOTOPOM CITyKaT TPOMOO-
IOUTOIICHUA WJIM CHHUXCHHUC YHCIIa TpOM6OHI/ITOB Ha
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Tabnuya. Ocobennocmu oughghepenyuanvrot ouacnocmuxu al ' YC

Table. Features of aHUS differential diagnostics

,ZZM{,ZZHOCMMKG mpOM60mull€CK01:Z MUKpoaHnesuonamuu

Tpomborronenns Ectb — coneprkanue Tpombouutos 37 x 10%/m.

Mukpoanruonaruueckuii remonu3 | Ecte — comepxkanue remornioounHa no 59 r/n, akrusHocts JIJAIT 824 EJl/x,

oTpuLaTeNbHas IpsiMasi 1 Hetpsimast mpoosl Kymoca

[Tpn3Haky MOpaxXxeHHsI MOYEK 1/UIH
9KCTPAPEHAIbHBIE OPAKEHHS

[Iporennypus (6enok B cyTounoir moue 15,8 r/m), neiixonutypust (122 neiiko-
LUTAa B [IOJI€ 3PEHHS), SPUTPOLUTYPHs (38 S)PUTPOIUTOB B TOJIE 3PCHHUS)

IunoansOymunemus (comepxkanue Oenka 28—26 1/1), azoremust (comepKaHue
MOYCBHHEI 35,3 MMOJIB/JT, kKpeaTHUHA 1206 MKMOJIB/JT)

[Mopaxenue XKT (3po3un o DDPIJIC, nnapest)

[opaxxenne neuenn (aktuBHOCTh ACAT 55 E/n, AnAT 60 E/m)

[opaxxenne LTHC (HapymieHue 3peHns, Koma)

ITopaxenue cepaua, JErkux (TMAPOIIEPUKAPI, THUAPOTOPAKC, 3aCTOH B MajIoM
Kpyre KpoBOOOpaIlleH s, HAPYILICHUS] pUTMA)

Uckniouenue STEC-I'YC

[ITura-TOKCHH B KPOBHU U CTyJIE He BrIsiBICH

HUcknowenue TTI

AxtuBHocte ADAMTSI13 Axtuerocts ADAMTS13 cocrasisina 66 % (ipu TTIT akruBHOCT ADAMTS13

HIwke 5—10 %)

Hccnedosanue kposu na codepacarue komnonenmos komniemenma C3 u C4

Conepxanne C3, C4 Conepxanne C3 — 0,9 /1 (Hopma), C4 — 0,23 /1 (HOpMa)

HUckmouenue cucmemmvix 3a001e6anuil

CucreMuble 3a00JIEBaHUS COEIUHN-
TEJbHOM TKaHM (CHCTeMHas KpacHast

OTCYTCTBYIOT (OTCYTCTBYIOT KJIMHHKO-Ta0OpaTOpHBIE AUATHOCTHYECKHE KpH-
TCPUU CUCTEMHBIX 3a00JIEBaHMI COCI[I/IHI/ITeJ'H)HOI‘/II TKaHU, aHTUHYKJICAPHBIC

BOJIYAHKA U JIp. ), KAaTaCTPOHUIECKHUit
aHTU(OCHOITUITHTHBIA CHHIPOM

AHTHUTCIIA, BOJTYaHOYHBII AHTUKOATYJISIHT B KpOBI/I)

Ucknmouenue BUY-ungexyuu

Mapxkepst BUU-nnbekmm, cerncrca | OrpunarenbHble

25 % ot ucxomHoro u Oolee, MOpakeHUEe BHYTPEH-
Hux opranoB (mouku, [IHC, XKKT, cepare, nerkue
U T.J.);

2) uckmounts STEC-I'YC (Ha ocHOBaHWM wHC-
KITFOUEHUS] HAJTMYUS [IIATa-TOKCHHA B KPOBU U CTYIIE);

3) uckmouuts TTII, cucreMHble 3a0oeBaHUS
COCAMHUTETbHON TKaHW, KaTacTpo(UUECKUH aHTH-
dhochomumuanetit cuaapom, BUY-unbexmmio;

4) onpeaenuth akTuBHOCTE ADAMTS-13, cau-
JKEHHE KOTOpOoH noATBepxkaeT quarnos al' vC;

5) ompenenuTh comep’kaHue KOMIIOHEHTOB KOM-
mwiementa C3 u C4 (HopMasbHbBIE MTOKA3aTe)Id MOTYT
CIIY’)KUTBH JTOTIOIHUTEIIEHBIM apryMEHTOM B TIOJIb3Y
3TOTO MUaruosa) [3].

Ha cerognsimiHuii 1€Hb €JUHCTBEHHBIM IIpena-
parom s nedenns al' YC sBuseTcss dKyau3ymao.
VYuureiBast, uro y 6onpHbeix al'YC Habmaromaercs mo-
CTOSIHHasl HEKOHTpOJIpyeMasl aKTHBalMUs KOMILIe-
MEHTA, PUCK Pa3BUTHS BHE3AMTHBIX OCIOKHEHHUH CO-
XpaHsAeTCs Ha MPOTSHKEHUM BCEH JKU3HM, B CBSI3U C
YeM TaKUM IMalueHTaM PEKOMEHYETCs TOCTOSIHHOE
MPOBEICHUE Tepanuu dKyauzymadoom [3-6, 10, 12,

14]. Bo3amMoxHO, CBOEBpEMEHHOE Ha3HAUCHNE TAHHO-
o mpenapara MoBJusII0 Obl HA KCXOJ] 3a00JICBAHUS Y
marueHTky /1.
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