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O60cHOBaHHe. ATUMUYHLIA FeMOJINTUKO-YpeMUYeCcKuii cuHapom (al'YC) — opgaHHOe XpOHMYecKoe cUcTeMHoe 3abo-
JleBaHne, BO3HUKalLlLee BCe[CTBME HEKOHTPOJIMPYEeMON aKTMBaLuMn ajibTepHaTUBHOIO MyTU KOMIIJIEMEHTa U pa3BuTUS
KOMIM/IEMEHT-0rocpeaoBaHHON TPOMOOTHYeCcKoN MuKpoaHruonatumn (TMA). [AnarHocTmka 3a60aeBaHUs faxKe Mpn Haamuymm
K1aCCUHECKUX MPU3HAKOB MOXKET BbI3biBaTb 3aTpyAHEHUS. OnucaHUue KIMHHUYECKoro ciayyas. [lpeicTaB/ieHo oncaHue
KanHu4yecKoro caydas al'yYC y pebeHka B Bo3pacTe 5 nert. [lnarHoctrka 3aboseBaHus 6bisia CONnpsixKeHa co 3Ha4YnuTeIbHbIMMU
TPYAHOCTSIMU B CBSI3U C Ha/muymem Kym6e-no3nTMBHON reMoanTmyeckor aHemmn. [narHo3 al’yC 6bin1 ycTaHOBEH HA OCHO-
BaHuK peumuanBupyrollero tedeHms TMA co CHMXKEHHOM KoHUeHTpauuen C3-KOMMNOHeHTa KOMMIEMEHTa M Han4ms npu-
3HaKOB M0IMOPraHHOro nopaxkeHus. Tepanus aKyan3ymabom rnpusesa K 6bICTPOMY HaCTyrnIEHUIO peMUCCHU. 3aKllo4eHHne.
be3 natoreHeTudecKo# Tepanuu TedeHue al'YC HOCUT Mporpeccupylolymii xapaktep € Heb6a1aronpusTHbIM POrHO30M.
CBoeBpeMeHHas AMarHoCcTuKa 60/1€3HM, KOTopasi CBOAMUTCS K UCKITIOYEHMIO APYrX aTno0rn4eckux paxktopos TMA, no3so-
JNISIeT Ha3Ha4YuTb KOMIMAEMEHT-610KUpYyIoLLYI0 Tepanuio. locneaHsas npeaoTBpalyaeT pa3BuTUe NOJMOPraHHOro MopaXKeHus
M Croco6CTBYET JOCTUIKEHUIO CTONKOM peMuccumn Ha poHe NojaepIKmMBatoLLen Teparnmm.

KnroyeBblie cnoBa: atunmyHbIN reMOoJIMTUKO-YPEMUYECKMIA CUHAPOM, AETH, KITIMHUYECKUI CJlydai, TPOMOOTUYECKash MUKPO-
aHrnonatus, anpdepeHymanbHas anarHoctmka, Kym6c-no3uTMBHas reMoinTnieckas aHeMus, KOMaeMeHT-6/10KupytoLas
Tepanus, aKym3ymao
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OBOCHOBAHME KomnnemeHTa [1, 2]. B pe3ynbrate pa3BuBaeTcs Komne-
ATUMUYHBIA FEMONUTUKO-YPEMUYECKUM cnHapoM (alYC) — MEHT-oMnocpeaoBaHHasa TPOMOBOTUYECKass MUKpoaHruona-
opdaHHOE XpPOHMYECKoe cUCTeMHoe 3aboneBaHue, Bbl- TMa (TMA) ¢ nopakeHuem 3HAOTENNs COCYA0B MWKPOLMP-

3BaHHOE TEHETUYECKUMMK abeppauusamu, NPUBOAALIMMU KyJIITOPHOTrO pyc/ia, B MepBylo o4Yepeflb, COCYNOB MOYEK,
K HEKOHTPOSIMPYEMOM aKTUBaLMK anbTepHaTUBHOIO MyTu ¢ o6pa3oBaHMeM TPOMOGOB, TPOMGOLIMTOMNEHWEN MOTPED-
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Atypical Hemolytic-Uremic Syndrome with Positive Direct
Coombs Test: Case Study

Background. Atypical hemolytic-uremic syndrome (aHUS) is an orphan chronic systemic disease resulting from uncontrolled activation
of alternative complement pathway and development of complement mediated-thrombotic microangiopathy (TMA). Its diagnosis can be
challenging even in cases with classic signs. Case description. This study describes clinical case of aHUS in 5 years old child. Disease
diagnosis was associated with significant difficulties due to Coombs-positive hemolytic anemia. aHUS diagnosis was established based on
recurrent course of TMA with a reduced level of complement C3 component and signs of multiple organ damage. Eculizumab administration
led to rapid remission. Conclusion. aHUS course is progressive and has unfavorable prognosis with no pathogenetic therapy. Its timely
diagnosis, mainly based on exclusion of other etiological factors of TMA, allows us to prescribe complement-blocking therapy. Such
treatment prevents the development of multiple organ damage and promote stable remission along with supportive therapy.
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NIEHUST U HEMMMYHHON MUKPOAHTMOMNaTUY4ECKON reMOonuTH-
yeckon aHemuen (MATA) ¢ pasnnyHbiM 06BEMOM MOpaXke-
HUS cMcTeM opraHoB. lNpu 3ToM, KaK NpaBuio, HapylleHus
KoarynsiuMoHHOro 3BeHa remocTas3a OTCYyTCTBylOT [2-4].
MepBuryHas TMA MOXeT ObITb FreHETUYECKM 0OYCNOBNEHHOM
(BpoXKAEHHOWM) 1 NpruobpeteHHon. BropuyHasa TMA passuBa-
eTca B pe3ynbraTe MHOEKLMOHHbIX (BKItoYas STEC-TYC —
rEMOSIMTUKO-YPEMUYECKUIN CUHAPOM, BbI3BAHHbLIA LUKra-
TOKCUH-Npoayumpytowen Escherichia coli) 1 ayTOUMMYHHbIX
3ab60n1eBaHni, 3M10Ka4YeCTBEHHOW TUMNEePTEH3UK, OMyXOonu,
6epeMeHHOCTH, Nocne TpaHcnaaHTaumMM opraHoB, Ha ¢oHe
npuema HEKOTOPbIX IEKAPCTBEHHbIX NpenapaTos [2, 3].

3aboneBaemocTtb al'YC B ABcTpanuu coctasnsiet 0,44 Ha
1 mnH YyenoBeK B rof [1], B EBpone — 0,23-1,9 Ha 1 mAH
B rog. B petckon nonynduum 4vactoTa 3abo0neBaHWA He
3aBucut oT nona [1, 5]. B Poccun 3aboneBaemoctb alyC
cocTaBnsieT okono 0,8 Ha 1 M/IH AETCKOro HaceneHus B rog,
pacrnpoctpaHeHHOCTb — 1 Ha 143 TbiC. AETCKOW nonyns-
umn [1]. BaprabenbHOCTb pes3ynbTaToB 3nuMaemMuonornye-
CKMX UccnefoBaHUi 06ycnoBieHa UCNoNb30BaHWEM Pa3HbIX
Kputepues npu onpeaeneHuun cnyvyaeB alYC n BO3MOXHOM
rMnoanarHoCTMKow 3aboneBaHus [6].

[eHeTM4yeckne dakTopbl pa3Butusa alYC pa3Hoo6pasHbI
M BK/IOYAOT NEPECTPOMKM B CUCTEME FreHOB BGENKOB KOoMMJie-
meHTa (CFH, CFl, CFB, CD46/MCP, THBD, CFHR1-5), a TaKe
naToreHHble BapuaHTbl FrEHOB, HEe CBA3aHHbIX C KOMMIEMEH-
ToM (DGKE, INF2) v BbI3blBalOLMX AEPEKTHBIN META60IN3M
Kobanamura C (MUT, MMAA, MMAB) [2, 3]. MaTonornyeckas
aKTUMBaLMS anbTEPHATUBHOIO MyTW CUCTEMbI KOMIMJIEMEHTa
npu al'YC npnBoanT K 6ECKOHTPOIbHOM NPOAYKLMKU MeMbpa-
HOaTaKyLWMX KOMNNEKCOB. MNocneaHne Bbi3blBalOT MOBPEXK-
JeHWe aHJoTenusa ¢ nocneaylowmm obpasoBaHmem TpoM60B
B MWKpOLMPKyNnaTopHoMm pycne [1, 2].B HacTosiuwee Bpems
alYC gaBngetca AvMarHo30oM WcKNto4veHus. KnuHuveckrmu
nposiBIeHNnIMMU 60ne3Hu aBasaTca npusHakn TMA: MATA
C oTpuuaTteNbHOM npsamMon npo6on Kym6ca, TpOMOGOLMTO-
neHus notpebneHns, NopaxKeHus CUCTEM OpraHoB BMIOTb
[0 NOSIMOPraHHOM HEeAOCTaTOYHOCTU C MPEUMYLLECTBEHHbBIM
nopaxkeHmem noyeKk. OTpuuaTenbHbI pe3dynbraT NpPsSMown
npo6bl Kym6¢ca npn MATA No3BONSET UCKIIOYUTb UMMYHHYIO
npupoay remonm3a [1, 2, 7]. NonoxutenbHasa npoba Kymbca
npu al'YC paHee He 6bina onucaHa. Takas Haxodka Tpeby-
€T WCKJIYEHNUST ayTOUMMYHHOW TEMOIMTUYECKON aHEMUMU,
cuHapoma Puwepa — 3BaHca, pnlYC [1, 8, 9]. C uenbio
WUCKIOYEHUS APYrMX MEPBUYHbIX M BTOPMYHbIX TMA npoBo-
AMTCS onpeaeneHune Wwura-TokcMHa (Stx) B KpoBM, a TaKke
natoreHHblx E. coli u Shigella dysenteriae B Kane MeTooM
nonumepasHon uenHon peaxkuuun (MUP) ona uckiodeHus
STEC-I'YC; onpeneneHue aktuBHocT ADAMTS13 ans uckno-
YeHUs TPOMBOTMYECKOM TPOMOOLIMTONEHUYECKON Mypnypbl;
UCKtOYEHUE MHDEKLMM NPU FrEMOSIMTUKO-YPEMUYECKOM CUH-
Apome, accouunMpoBaHHOM co Streptococcus pneumoniae
(pnTYC); onpepeneHne MaKpouuTo3a, MeTabosIM4ecKoro
auMposa, rmneproMoLMCTUHEMMM, NMOBLIWEHUS METUAIMANo-
HUNKaPHUTMHA U MPONMUOHWAKAPHUTUHA B KPOBM AJ1S UCKIIO-
yeHus cbIC-TYC [1-3]. dPakTopamu, NOATBEPHKAAOLWMMMU
al'YC, aBnatoTca ceMenHbln aHaMmHe3; MmaHudecTaums nocne
TPUITEPHOro cobbiTvS, BKIOYasA AMapeto ¢ oTpuuaTebHbIM
pe3ynbTaToM noceBa Ha E. coli, S. dysenteriae B Kane; BOn-
HOOGpasHble 3NM304bl FEMONN3a U CHUKEHWS KOonMyecTBa
TpomboumMToB B AebioTe 3ab6oneBaHus; pa3BUTME BHENOYEY-
HbIX MPOSIBAIEHUMI C NPOrpeccupoBaHUEM BMAOTb A0 MOMU-
OpraHHOW HeOOCTaTOYHOCTWU; MNaTOreHHble reHeTU4yeckue
abeppaunn NPoTEMHOB CUCTEMbI KOMMNEMEHTa, TepaneBTu-
YECKMI OTBET Ha NaTOreHETUYECKYIO KOMMIEMEHT-6/T0KMUPY-

olyto Tepanuto. OTCyTCTBME NaToreHHbIX BapuaHTOB reHoB
6eNKoB KOMMEMeHTa He NPOTUBOPEYUT aAnarHosly al'yYC [1].

be3 ncnonb3oBaHWs NaTOreHETUYECKOW Tepanuu, npu
ecTecTBeHHOM TeyeHue al'YC NporHo3s ans XU3HW 1 coxpa-
HEHMS MNo4vyeyHOoM OYHKUMKM aBnseTcd HebnaronpuaTHbIM.
JNetanbHoCTb gocturaet 25% B aedtoTe 3aboneBaHma n 50%
B C/lly4ae pa3BUTUS XPOHMYECKON 60ME3HM NOYEK B TEYEHUE
nepBOro rojga nocne AuarHoctupoBaHusa alYC [10, 11].
PeunavBbl 6€3 KOMMNEMEHT-6/I0KMpPYIOLLEN Tepanun BO3-
HUKaloT B 46,5%, Toraa Kak Ha GpoHe MPUMEHEHUS IKYNK-
3ymaba — To/AbKO B 5% cnydaeB [12]. [pn KOMNNeEMeHT-
G/IOKUpYIOLLLEN Tepanuu B TevyeHue 6 mec y 6onee 4yem
NMOMOBUHbI MaLMEHTOB YBENMYMBAETCA CKOPOCTb KJy6OY-
KoBOW ¢wunbTpaumm (Ha 25% OT UCXOAHOM) M CHUXKaeTcs
avanus-zaBucumocTb [12]. MauneHTbl 6e3 Tepanuu 3Ky-
NM3ymaboMm B aHaNIOrMyHbIE CPOKMU HYXAAKOTCH B 3aMeCTu-
TeNbHOM NovyeyHoun Tepanuu [12]. B 10 e BpeMs HeKoTopble
naunveHTbl OCTaloTCa Ha Avanu3e faxe Ha doHe Komnne-
MEHT-6/IOKMpPYIOLLEN Tepanuu, 4To 0OyCNOBEHO, B NepBYO
oyepefllb, OTCPOYEHHbLIM Havyasom NMpUMeHeHUs aKyIM3yma-
6a[11]. Mo3aHee Ha3HavyeHWe NpenapaTa (bonee 4em Yepes
2 Hep oT gebloTa) TaKKe oaMH M3 GaKTopoB Hebnaronpu-
ATHOro nNporHo3da [11]. AtununyHbin 'YC gBngeTcs He TONbKO
KIIMHUYECKON, HO M 3KOHOMWYECKOM MNpo6remMon B CBA3MU
C BbICOKOM CTOMMOCTbIO 3Kyn1n3ymaba n ero aHanoros [12].
[penapaT, Kak npaBWno, NOCTaBNAETCH [ANA KOHKPETHOro
nauueHTa Cc ycTaHOBNEHHbIM anarHo3om al'yYC.

Huxke npefctaBneHo KIMHUYEeCKOoe HablofeHue nauu-
eHTa ¢ al'YC 1 MHOroOKpaTHbIM MOJIOXKUTENbHbBIM PEe3y/bTaToM
npsiMon npo6bl Kym6ca, 4To 3aTpyaAHWI0 YCTaHOBEHWe anar-
HO3a U OTCPOYMUIO MHULMALIMIO MaTOreHeTUYECKOM Tepanuu.

KNUHUYECKHUIA NPUMEP

O naumeHTe

PebeHok L., Bo3pact 5 net, noctynun c anobamu
Ha BbIpaXeHHyYO €nabocCTb, COHIMBOCTb, UBMEHEHUE LIBETA
MOYM.

AHamMHe3 6o11e3HH1. Co CNoB Mambl, 3a6onieBaHne Hava-
NI0Cb C MOBbIWEHUA TemnepaTtypbl A0 GebpuibHbIX LUbP
6€e3 ApYrnx KIMHWYECKUX MPOSIBIEHWUI, FOCMUTANN3NPOBaH
B MHMEKLUMOHHOE oTaefieHne 06MacTHOM [OETCKOW KIIMHU-
yeckon 6onbHuubl (OKB) N2 2, rae Ha3HayeHbl yMUbEHO-
Bup, dypasonnaoH. Ha poHe Tepanum aBarkabl OTMEYaancb
nogbeMbl Temnepatypbl 40 ¢ebpunbHblX Lndp nocne Hop-
Manu3aumm TemnepaTtypbl. Ha 7-e cyt 6one3Hun Ha doHe Tpe-
Tbero anu3oga runeptTepmMum U3MeHuNcs LBET Mo4u (LBET
Kode), pebeHOK CTan MasoOKOHTaKTeH, anneTuT CHU3UACS,
nosiBunacb pBoTa. [lepeBefeH B oTaeneHue peaHumaluu
W UHTEHCUBHOM Tepanun (OPUT) ana MHPEKUMOHHbIX 60/b-
HbIX. B pesynbrate ob6cnefoBaHUs BbISB/IEHbl aHEMUA —
102-89 r/n (Hopma 110-140 r/n), TPOMGOUMTONEHNT —
154-52 X 109/n (Hopma 160-390 X 109/n), runep6uu-
pybuHemus — 30,6 MKmonb/n (Hopma 5-20 MKmonb/n),
MOBbILLIEHWE aKTUBHOCTU anaHnHamuHoTpaHcdepasbl (AJT)
no 120 Ea/n (Hopma 7-40 Eg/n), acnaptataMuHoTpaHcde-
pa3sbl (ACT) — no 410 Ea/n (Hopma 7—-40 Ea/n), naktataerna-
poreHasbl (14 — po 4730 Ea/n (Hopma 230-460 Ea/n),
KOHLEeHTpauMmM mMoyeBuHbl — Ao 15,4 mmonb/n (Hopma
1,7-8,3 MmM0onb/n), KpeaTuHUHa — A0 162 MKMOnb/n (Hop-
Ma 18-62 mKmonb/n), C-peaktuBHoro 6enka (CPB) —
o 29,3 mr/n (Hopma 0—5 mr/n), npokanbuntoHuHa (MKT) —
1o 105 Hr/mn (Hopma < 0,5 Hr/mn). B aHan13e Moyun nono-
UTeNbHasa peakuus Ha KpoBb (++++). Mpu GakTepuono-
rMYecKOM uccnefoBaHWM Kana obHapyxkeHa Salmonella D
enteritidis. HavyaTbl aHTMbGaKTepuanbHas Tepanus (Mepo-
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neHem, uedenum + cynbbaktam), MHOY3MOHHAA Tepanus,
renapuvHoTtepanusa. Ha ¢oHe Tepannn oTMEYEHO CHUXKEHKE
KOHUeHTpauun CPB, MKT, HO NOBbIWEHWE KOHLIEHTPaALMK
MOYEBWHbI 10 25 MMONb/N, KpeaTuHuHa — A0 349 MKMonb/ A,
3adMKCMpPOBaHO pa3BuTHe onurypuun. Ha 10-e cyT 601e3HU
pebeHoK nepeBeaeH B OPUT BopoHeCcKoW o6nacTHOM
OETCKOW KnnHmnyeckon 6onbHuULbl (BOAKB) N2 1 ¢ anarHo-
30M: «[EMOJIUTUKO-YPEMUYECKUI CUHAPOM, PEKOHBaNECLLEHT
CanbMOHENE3HOW UHPEKLUW» Ans NpoBeAeHUs 3aMeCTu-
TeNbHOW MOYeYHOoW Tepanuu.

AHaMHe3 XMU3HHU. PebGeHOK OT nepBov GepemMeHHOCTH,
nepBbIX CPOYHbIX POIOB, Macca Tena nNpu poxaeHmun — 3430 T.
Y maTepu aHeMusi HeyTo4yHeHHas. AnneproiorMnyecknin aHam-
He3 He oTarouleH. Pa3BuTMe COOTBETCTBEHHO BO3pacTy.
OcTpble pecnupaTopHble MHPeKLMn 3—4 pasa B rof, ¢ debpunb-
HbIMU cyfoporamMu B aHamHese. [iaxabl (B 2020 n B 2021 rT.)
nepeHec HOBYKO KOPOHABMPYCHYIO MHDEKLIMIO.

dusukanbHaa gMarHocTMKa

CocTosiHMe pebeHKa npu noctynneHun B OPUT Taxe-
floe 3a CYET TOKCMKO3a, NoYeyHoro nospexaeHus. OueHKa
no wkKane Kombl [Ma3ro — 14 6annoB. KoXHblM NMOKPOB
6nefHbl, CYOUKTEPUYHbBINA, OTEKM Ha nuue. [pyaHas KieTKa
CUMMETPUYHA, He B3yTa, NPW ayCKyNbTalMK AblXxaHWe BEe3n-
KyNsipHOe, YacToTa AblXaTeNbHbIX ABUKEHUN — 24 /MUH. TOHbI
cepiua 3BYYHble, PUTMUYHbBIE, YacTOTa CEPAEYHbIX COKpa-
weHun — 110 ya./MuH, aptepuancHoe aasnenue (AL) —
101/57 mm pT. cT. [NeveHb BbicTynaet U3 nogpebepbs +1 cm,
ceneseHka He nanbnupyetca. O6nacTb No4YeK 6€360/1e3HEH-
Ha, NOYKM He nanbnupyloTcs. Juype3 camMoCToATENbHbIN,
2,6 Mn/Kr/4, moda TeMHasi. Macca Tena — 20 Kr.

MpeaBapuTenbHbIA AUArHO3
[eMonuTUKO-ypeMmnyeckmn cuHapom. OcTpoe no4vevyHoe
noBpeXAeHMe.

AnHamMuKa u ucxopbl

B obuwem aHanuse KpoBM Ha 10-e cyT 60/1€3HU: remo-
rmoéuH — 83 r/n (Hopma 120-180 r/n), 3puTPOLUTEI —
3,27 X 10'2/n (Hopma 3,9-5,3 X 1012/n), TPOMGOLIUTHl —
23 X 109/n (Hopma 150-400 X 109/n), peTUKYNoLUTbI
2%o0 (Hopma 2—-10%0). B 6MOXMMUYECKOM aHann3e KpPOBM:
6enok — 50 r/n (Hopma 57-80 r/n), aktuBHocTb ACT —
92,2 Ea/n (Hopma 1,6-48 En/n), ANIT — 66,4 Ea/n (Hopma
1,6-35 Ep/n), NAr — 1342 Eg/n (Hopma 110-295 Ea/n),
amunasbl — 443 Ea/n (Hopma 28-100 Ean/n), KOHLEHTpa-
UM Mo4yeBUHbl — 23,8 mmonb/n (Hopma 1,8-6,4 Mmonb/n),
KpeaTnHuHa — 390 MKMob/n (Hopma 26—105 MKMonb/n),
depputuHa — 1845 wmKr/n (Hopma 6-80 MKr/n), xone-
cTepuH — 2,7 mmonb/n (Hopma 3,7-5,2 mmonb/n),
C3-KOMNoOHeHT KomnnemeHta — 0,61 r/n (Hopma —
0,9-1,8 r/n). CKopocTb Kny604KOBOW bunbTpaLnn —
13 Mn/MuH/1,73M2. B aHann3e MoYM: peaKLMa Ha KPoBb +++,
nenkountel — 1-3 B nNOne 3peHUs, 3pUTPOLMUTbI —
1-2 B none 3peHus. Nokasatenu Koarynorpammbl, MMOI0-
6uHa B npegenax pedepeHcHblx 3HavyeHunn. Mpsamasa npoba
Kym6ca nonoxutenbHasa. AktnBHoctb ADAMTS13 — 112%
(Hopma 80-110%). AHTUTena K Bupycy renatuta C (HCV),
BMpPYCY MMMyHoaeduumTa YenoseKka (BUY) He o6HapyKeHbI,
NMOBEPXHOCTHbIM @aHTUIreH K BUpYycHOMY renatuty B (HBsAg)
He OBHapy)KeH, aHTUTeNa K HaTUBHON 1€30KCUPUBOHYKIEN-
HoBoW KucnoTe (AHK) He oGHapyKeHbl.

PeHTreHorpadus opraHoB rpyaHOM KIETKU: naTonornye-
CKMWe TeHW He OBGHapyXeHbl. YN5TPa3ByKOBOE UCCNeloBaHNe
(Y3WM) opraHoB 6ptolHOM MONOCTH, MOYEK: NPU3HAKK renarto-

Meranuu, audPy3HbiXx UISMEHEHUN NAPEHXUMbI NEYEHHU, NOA-
WENYyLOYHOW Xenesbl, acuuTa, 3Ha4YUTeNIbHOTo YBEIMYEeHUs
noyek B pa3mepe, ob6eHeHMEe KOPTUMKaNbHOr0 KPOBOTOKA.
Y3W nneBpanbHbIX NONOCTEN: TMAPOTOPAKC C ABYX CTOPOH.
AnekTpokapaunorpadus (IKI): aTpuoBeHTpUKYNspHas 650-
Kaga | ctenenn. Jonnnepaxokapanorpadusa (A3xoKr): 6e3
naTonorMyeCKmMX OTKIIOHEHUI.

KoHcynbTauma remartonora: nNpuM3HakoB remo6nacto3a
He 0GHapyXeHo, TpoMBOoTUYECKass MUKpoaHrnonaTus. KoH-
cynbTauns Hedponora: TPOMOBOTUHECKAs MUKPOAHrMonaTums,
0OCTpoe NoYeyHoe NoBpeXxaeHue.

Heobxoanma auddepeHumnanbHas AUMarHOCTUKa Mexay
STEC-T'YC, al'yYC, pnl'YC, TpoM60OTU4YECKON TpOMbGOLMTOMNE-
HWYeCKoM Nyprnypon, UMMYHHOW reMOSIMTUHECKOW aHEMUEN.

Hayata aHTMGaKTepuanbHasa Tepanusa: TauunamH 1,5 r
3 pasa B CYyTKM B/B KanenbHo, MHOY3MOHHasA Tepanus, HyTpu-
TMBHasa noaaepka. C 10-x no 12-e cyT 60/1e3HN B AIMHAMUKE
HapacTan ypoBeHb a30TEMUM, HECMOTPS Ha COXPaHHbIV TEMM
anypesa 2 MA/Kr/4, OUEeHKa No WKane KoMbl [Nasro CHu-
3unacb Ao 13 6annoB, HapacTan mMeTabonn4yeckuin aumnao3
(BE — 12). MpuHATO pelleHne 0 Havyane 3amMeCcTUTeNIbHOM
no4YyeyHow Tepanuu, Ha 12-e cyT 60Me3HM HavyaT nepuToHe-
anbHbIM AManuns. B cBA3K C yrpo30M KOPTUKANbHOIo HEeKpo3a
N BEPOATHOM MMMYHHOWM NPUPOLOM reMonn3a NPUHATO peLle-
HWe O npoBefeHne nia3smoobmeHa.

Mpamasa npoba Kymb6ca B AMHamMMKe ocTaBanacb Mono-
wutenoHou. Mpu MUP-nccnegoBaHnun Kana o6HapyxeH HOpo-
BMpYC, 2-# reHotun. B obpasuax Kana 6GaKrepuonoruye-
ckumn metogamu u MUP S. pneumoniae He o6GHapyeHbI.
AHTuTena IgG K daktopy H KomnnemeHta — 308 AU/mn
(Hopma < 1500 AU/mn).

B npouecce guddepeHuUnanbHOM AUAarHOCTUKU UCKIIO-
4yeHbl STEC-TYC, pnl'YC, Tpom60THYECKAs TPOMBOLUTONEH K-
yecKas nypnypa. KonnervanbHo ¢ coTpyaHMKamu Kadbeapbl
rocnuTanbHOW neguMatpumM BOpOHEKCKOro rocyaapcTBeH-
HOro MeauWUMHCKOro yHusepcuteta UM H.H. BypaeHKo 6bin
NPeanosioXeH KIAMHUYECKUK AnarHos: «<MMMyHHas remo-
NMTUYecKas aHemus, TpombouutToneHns. OCTpoe MoBpPEXK-
nexHune noyek (3-a cragns no RIFLE) B pe3ynbrate remo-
JINTUHECKOrO Kpu3a. PeaKTMBHbIM NaHKpeaTwuT, renaturt.
PeKkoHBanecueHT BWPYCHO-6aKTepuanbHOW WHPEKLUHM
(HOpPOBMPYCHON, caNlbMOHeNnne3Hon)». HasHayeHa ropmo-
HOTepanus: NnpeaHn30n0H 1,5 Mr/Kr/cyT.

Ha ¢oHe npoBoaAMMOW Tepanuu — rMepuToHeanbHO-
ro Avanusa B TeyeHune 8 cyT, 5 ceaHCcoB nNna3MoobMeHa
(o6bem 3kchysum 900 mn, 3amelleHne OAHOrPYNMnHON
[OHOPCKOW CBEXE3aMOPOXEHHOW MNa3Mon), ropMoHasb-
HOW, aHTuBGaKTepuanbHOW Tepanuu, napeHTepanibHOM
HYTPUTUBHOW MNOAAEPIKKMK, Tepanun WHrMbutopamu Mpo-
TOHHOW MOMIMbl — COCTOAHWE pebeHKa C MONOXUTEeNIbHOU
OWHAMWKOW 3a CYeT BOCCTAHOBNEHUS YPOBHSI CO3HaHWS,
Ko/inyecTBa TPOMOOLIMTOB M CTabunnsaumm KOHLEHTpaumm
remornobuHa, pebeHKy He noTpeboBanacb TpaHcdy3us
IPUTPOLUTCOLEPIKALLUX CPe.

Ha 19-e cyT 601€e3HU KOHLEHTpaLMa KpeaTuHMHa cocTa-
BMNa 82 MKMOAb/N, MOYEBUHbI — 12,9 MMONb/N, aKTUB-
HocTb NI4T — 275 E@/n, KMCNOTHO-OCHOBHOE COCTOSIHWE
(KOC) — 6e3 naToNorMyeckux OTKJIOHEHWW, MpeKpalleH
neputoHeanbHblin ananu3. Ha 21-e cyT oT Ha4vana 3abone-
BaHMWA yhaneH neputoHeanbHbln gpeHaxk. B anHamuke ynyuy-
LWIKCSA anneTuT, yMeHblUeHa napeHTepanbHas HyTpUTUBHaSA
nogaepxka. Ha 23-u cyt 60n1e3HM OTMEYeHO OfHOKpaTHOe
nosbilwernve AL fo 132/92 MM pT. CT., TMNEPTEH3US Kynu-
poBaHa HudeannuHom 2,5 mr BHyTpb. Ha 24-e cyT 60nes-
HM pebeHOK nepeBedeH B HePpPONOrnM4yecKoe oTaeneHne



BOAKE N° 1, rae npoao/mKeHa ropmoHanbHas (¢ nocneayo-
LLle OTMEHOW) U racTPONpPOTEKTOPHAd Tepanus (anbmMaresnb).

B OnHamMuKe OTMEYEeHO MOBbILWEHUE KOHLIEHTPALMUK
remornobuHa fo 102 r/n, KonuyectBa TPOMOOLMUTOB —
10 376 X 109/, HOPMaNU30BaUCb KOHLEHTPALMA MOYEBH-
Hbl (4,5 MMonb/N), KpeaTuHWHa (52 MKMOb/N), 6enKa KpoBH
(60 r/n), C3-KoMnoHeHTa KoMniemeHTa (1,48 r/n) u aktue-
HOCTb amwunasbl (74 EL/n), cHM3mMnacb akTMBHOCTb AJIT —
no 96,4 En/n, ACT — po 53,4 En/n, BoccTaHOoBMNach
CKOPOCTb KNYy60o4KOBOW dunbTpauun (81 Mn/MuH/1,73m2).
AHanM3 Mo4yn 6e3 NaToNorMyecKMx OTKIOHEeHUW. OTMeHeH
npeaHM300H, pebeHoK Yyepe3 1 Mec oT Havyana 3abonesBa-
HUS BbiNKCaH AOMOM nNoa ambynaTtopHoe HabnogeHue negu-
aTpa, Hedponora, rematonora.

B Bo3pacTe 6 neT, 4epesd 1 roj nocre nocnegHero anu-
30[4a, nosBuIUCL cybdebpunbHasa Temneparypa, 60sb npu
rnoTaHuu, HacMopK. Ha cnepyolwmini aeHb Ha GoHe runep-
Tepmun (39,1 °C) pa3BuCsA CyaOPOXKHbIM CUHAPOM C nape-
30M B30pa, NoTEPEN CO3HAHMSA, KOTOPbIN KynupoBasnca 6e3
npuema NeKapcTBeHHbIX npenapaTtoB. [ocnuTann3upoBaH
B MHbeKUMoHHoe oTaeneHne OAKB N? 2, rae nocne BHyT-
PUMBbILIEYHOrO BBEAEeHUs LepTpuaKcoHa 3aperucTpmpo-
BaHbl He)enaTteflbHas peakuus B BWIE LIEHTpanMsauuu
KpoBoobpalleHnss 6e3 nageHus AL, pe3kas runeprepmus,
Tpemop. NepeseaeH B OPUT MHPEKUMOHHOro cTtaunoHapa,
roe nposefeHa MHOY3US AeKcaMeTa3oHa, HavaTa OKcure-
HOoTepanus. B AMHaMUKe CHUXKeHWe Temna auypesa, Hapac-
TaHWe OTEeYHOro CUHAPOMA, CHWXEHWE YPOBHSA CO3HaHWUSA
[o 13 6annoB No WKane Kombl [Ma3ro, u3ameHeHne LBeTa
MO4YM Ha Oypbli, CHUMKEHWE KOHLEHTpaLuuKM remoriobu-
Ha, KonnyecTBa TPOMOOLIMTOB, HapacTaHWe KOHLEHTpaLuuu
MOYEeBUHbI, KpeaTuHWHa, aktuBHocTu JIAT.

Ha 4-e cyt nepeBegeH B OPUT BOAKB N° 1 ana npo-
BeAEeHNs 3aMeCTUTENbHOM NOYEeYHOW Tepanuu ¢ AMarHo30M:
«[EMONUTUYECKNI KPW3, OCTPOE NMOYEYHOE NMOBPEKAEHNEN.

B o6uem aHannse KpoBu: remMornobuH — 83 r/n (Hop-
ma 125-155 r/n), aputpouuntel — 3,03 X 1012/n (Hopma
3,9-5,3 X 1012/5), TpomGoUUTEl — 137 X 109/n (Hopma
150-400 X 109/n), nemkouutel — 28,9 X 10°2/n (Hopma
5-14 X 10°9/n). B 6MOXMMWUYECKOM aHannse KpoBu: MNoBbI-
weHune aktuBHoct ACT — 928 En/n (Hopma 1,6-48 Ea/n),
ANT — 137 Ea/n (Hopma 1,6-35 Ea/n), nNar —
2337 Ep/n (Hopma 110-295 Ea/n), amunassl — 140 Ea/n
(Hopma 28-100 Epa/n), KOHUEHTpauuu 6GuaupybuHa —
42,8 mKkmonb/n (Hopma 3,9-21,0 MKMO/b/N), MOYEBUHbI —
22,5 mmonb/n (Hopma 1,8-6,4 MMOnb/N), KpeaTuHuHa —
258 MKmMonb/n (Hopma 26-105 mMkMonb/n), pepputmHa —
1752 wmkr/n (Hopma 6-80 wmkr/n), CP6 — 151,3 wmr/n
(HopMma O—5 Mr/n), CHUXKEHME KOHUEHTpaLnUn XonecTepuHa
no 3,0 mmonb/n (Hopma 3,7-5,2 mmonb/n) n C3-KoMNoHeHTa
KomnnemeHta — go 0,7 r/n (Hopma 0,9-1,8 r/n). B aHanuse
Mouu: npotenHypusa 1,5 r/n (Hopma 0-0,2 r/n), peakuus Ha
KPOBb +++, NENKOLUNUTblI — 1—2 B MOJie 3pEeHUs, SPUTPOLMU-
Tbl — 25-45 B none 3peHus, HUTpuTbl +. Mpsamaa npoba
Kymb6ca cnabononoxutenoHasa. AHtutena K HCV, BUY He
0o6HapyxeHbl, HBSAg He o6HapyeH.

PeHTreHorpadus opraHoB rpygHOW KIETKU: JIEFOYHbIN
PUCYHOK YCWNEH, CryuweH meauanbHo, 6osblue crnpasa,
KoCTafbHas nneBpa yToJlllleHa C [ABYX CTOPOH, 04aroBo-
WHOUNBbTPATUBHbIE TEHW He o6Hapy»eHbl. Y3W opraHoB
OPIOLIHON NOMOCTKU, NOYEK: NMPU3HAKKM renatoMmerannu, aud-
®Y3HbIX MU3MEHEHUN NapeHXUMbl MeYeHW, MOAXKENYAOYHOM
enesbl, acuuTa, KPOBOUINUAHUS B NAapeHXUMYy NoYeK.

lMpoBeaeHbl KOHCyNbTauuu Hedponora, rematonora.
[MpUHATO pellueHne 0 HeOBX0AMMOCTM MpoBeAeHUs andde-

peHLUMaNbHON AMArHOCTUKM Mexay cuHApoMoM Puwepa —
9BaHca, TPOMOOTUYECKON TPOMOOLIMTONEHUYECKON MNypny-
poN, NMapoKCcU3manbHOM HOYHOW remornobuHypuen, alyC,
UMMYHHOWM reMOJIMTUHECKOW aHEMUEN.

HayaTbl 3amecTuTenbHas no4vyeyHas Tepanusa B Buie
nepuToHeanbHOro ananusa ¢ 4-x CcyT OT Havyana peuuau-
Ba, aHTMbGaKTepuanbHas Tepanus, ropMoHanbHasa Tepanus
(NpeaHU30/0H), NpoBefeH nNnasmMadepesd ¢ 06bLEMOM 3aMe-
weHna 300 M1 IOHOPCKOM CBEXE3aMOPOXKEHHOW MN1a3Mbl,
BbINOJIHEHA 3-KpaTHas TpaHcdy3usa apuTpouMTapHOM B3Be-
CY NO MHAMBMAYaNbHOMY NOAOOPY B CBSA3U C MOMOXKUTENTbHOM
npsmon npo6on Kym6ca. PebeHOK nonyvyan HYTPUTUBHYIO
napeHTepasnbHy0 NOALEPKKY, TMMIOTEH3UBHYIO Tepanuio.

[JononHutenbHoe o6cnefoBaHne no3BosinAO0 UCKIYUTb
UHbeKunn: SaRS-CoV-2, Bupychl rpunna A u B, natoreHHble
3HTEPOOaKTEPUU B Kane He 0BHapyXeHbl, No AaHHbIM [LIP
B Ma3Ke M3 3eBa reprnecBupycoB He OO6HAPYKEHO; peaKums
NacCUBHOM reMarritoTMHaLUMK C CallbMOHENE3HbIM, KULIeY-
HOWEPCUHMO3HbBIM AUArHOCTUKYMOM — TUTPbl HEAWATHOCTH-
yecKue, ¢ lwurennedHbim — TMTp 1 : 100 (wurenna 30HHe).
ADAMTS13 — 51%, cpeaun apuUTpoLMTOB U MOHOLMTOB KIOH
NapoKCUM3ManbHOM HOYHOM TFeMOrNOGUHYPUN HE BbISIBEH,
IgG npoTnB dakTopa H — 96 Ea/n. MNpun NOBTOPHbIX UCCnemo-
BaHuAx npsiMas npoba Kym6ca oTpuuatenbHas.

Ha 11-e cyT npoBefeHbl MarHUTHO-pPe30HaHCHas TOMO-
rpadus (MPT) ronoBHOro mosra — naTo/IOrMY4EeCKUX U3ame-
HEHWN He BbISBNEHO; 3NeKTpoaHuedanorpadpua (33l —
3HaYUTENbHbIE U3MEHEHUS BUOPUTMUKM FONIOBHOMO MO3ra,
JOMUHUPOBaHWE AMDPY3HOM HU3KOYACTOTHON PUTMUKM, INK-
nenTMdopmHas akTMBHOCTb HE 3aperncTpupoBaHa; odTanb-
MOCKOMUA — MaToIOrMYEeCKUX U3MEHEHUN He BbISIB/EHO.
Ha ¢oHe Tepanuu yaanocb 4O6UTbCA HOpManu3auun Konu-
yecTBa TPOMOOLMTOB, HO COCTOsSiHME pebeHKa OocTaBanochb
TSXENbIM 3@ CYET WMHTOKCMKALMOHHOro cuHgpoma (ynop-
Has pBOTa, OTKa3 OT efbl), NPOAO/IKAIOWErocs remonnaa,
NoBpeXAeHNs NMOYEK C aHypueKn, HapacTaHus B AWHaMUKe
KOHLIEHTpaLuuM MOYEBUHbI 40 47,6 MMOb/N, KpeaTUHUHA —
no 700 MKmonb/n, akTMBHOCTM amunasbl — ao 415 Ea/n,
COXpaHeHWs BbICOKOW aKTUBHOCTU J1J[T 1 BbICOKOW KOHLIEH-
Tpaumn GepputuHa. B cBA3M C HeaocTaToOYHON IDPEeKTUB-
HOCTbIO MEPUTOHeanbHOro Ananu3a ¢ 12-x CyT pas3BUTUSA
peuManBa HavyaTa NpPOA/IeHHass BEHO-BEHO3Has reMogua-
dunbTpaums.

lpoBeneHa TeneMeauLMHCKaa KOHCYNbTalus co crneuu-
anuctamn HaumoHanbHOro MeAMLIMHCKOro mccneaoBaTenb-
CKOrO LIeHTpa AEeTCKOW reMaTtosiornmn, OHKOIOrMKU, UMMYHOSO-
v um. Amutpua PoravyeBa (MockBa) 1 [1eTCKOM ropoACKon
KNWHKYecKkon 6onbHUlbl (AMKB) cB. Bnagumupa (MockBa).
B pesynbrate ycTraHOBNEH AMarHo3: «ATUMWYHbLIA FEMOJIK-
TUKO-ypEMUYECKMI CUHLAPOM, peuuauBupylollee TevyeHue
(1-1 peumanB)». PeKOMEHAOBAHO: Ha4yaTb KOMMNIEMEHT-6/10-
KUPYIOLLYIO Tepanuio 3Kynn3ymabom, MpPOBECTU reHeTude-
CKOe uccnegoBaHue.

Yepes 2 Hep OT pa3BUTUS peLmarMBa Havan yBenminBatb-
cq Temn auypesa (ao 0,7 Mn/Kr/4 K 23-M CyT peunavsa),
3aKOHYeHa 3aMecTuTenbHas noyeyHas Tepanus. Ha 24-e cyt
WHULMUPOBAHa Tepanus 3Kynndymabom no CcTaHAapTHOM
cxeMe. Nocne nepBon MHOY3UKM aKyNIM3ymaba Temn anypesa
BbIpOC A0 2,7 M/Kr/4. pooonkeHbl aHTMGaKTepuasbHas
Tepanus 40 NpoBeaeHnUs HeEOBXOAMMON UMMYHU3aLIMK, HYTPU-
TMBHasa NoAAepKKa, MPOTMBOPBOTHAA Tepanus (OHAACEHTPOH),
aHTUCEKpeTopHasa Tepanus (omenpason). Ha 29-e ¢yt yganeH
nepuToHeanbHbIN ApeHax.

Yepesd 1 mec OT pasBuTMA peuunanBa 3adUKCUPOBaHbI
apTepvanbHas rMnepTeH3us, He Kynupyemas rMnoTeH3UB-
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Clinical Observation
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KnuHunyeckKoe Ha6noaeHue

HbIMW npenapaTamu, 3MNuM304 reHepann3oBaHHbIX KIOHU-
YEeCKMX CYAOpOr, YrHETEHWE CO3HaHWSA 4O YPOBHHA conopa
(oueHKa no wKane Kombl MMasro — 9 6annos), cygoporu
KynupoBaHbl BHYTPMBEHHbLIM BBeAeHWEeM pacTBopa cuba-
30Ha 0,5% 1 mn. lNMpoBeaeHa KoMNblOTEPHas ToMorpadus
rO/I0BHOMO MO3ra: 04aroBbIX M3MEHEHWW, MPU3HAKOB KpPO-
BOU3NUAHUI HEe 0BHapy*KeHo. COCTOSHME C NONOXKUTENbHOM
OVHaMWKOW, YPOBEHb CO3HAHWSA BOCCTAHOBWJICH, CyLOPOru
He rnoBTopsanucb. B nnaHoBom nopsiagke nposeaeHo MPT-
uccnegoBaHue rofloBHOMO Mo3ra — OGHapyXeHbl Mpu3Ha-
KW 3agHen obpaTumon nenkosaHuedanonatmn. Ha doHe
Tepanuu HOPMaNn30BalUCh KOHUEHTPaLUKM MOYEBUHBI
(6,6 MMonb/n), KpeaTuHMHa (36 MKMOb/N), yBenuymMnachb
KOHUeHTpauma C3-KkomnoHeHTa KomnaemeHTa (2,11 r/n),
CHU3Kunach o pedepeHCHbIX 3Ha4YeHnn aktuBHocTb J16, HO
COXpaHANUCb BbICOKas aKTMBHOCTb amunasbl (208 Eap/n),
OTCYTCTBME anneTuTta, poTta A0 3—4 pas B CyTKU.

Mo npocbbe poauTenem pebeHOoK C AMarHo3oMm: «ATu-
MUYHBbIN FEMOJIUTUKO-YPEMUYECKUIN CUHLPOM, peunanBu-
pylowee TedyeHue (1-n peumams). BropuyHasa aHuedanona-
TUS C CYAOPOXKHbLIM CUHAPOMOM. BTopuyHasa apTepuansbHas
runepTteH3us. lactpoaszodareanbHas pedtokcHas 601e3Hb,
obocTpeHue» nepeseneH B AIKb c¢B. Bnagumwupa, raoe
Haxoamncsa B TedyeHune 3 Hea. B IFKB npogonmxeHbl Tepanus
3KYyNM3yMaboM, HYTPUTUBHAA MNOALEPIKKA, aHTUCEKpeTop-
Haa Tepanus (oMenpasosn), cna3MosiTUYecKas Tepanus
(TpMMebyTUH), depmeHTaTUBHaa Tepanusa (NaHKpeaTuH),
racTponpoTeKTOPbI (antoMUHUS docdaT), aHTubaKTepmab-
Has Tepanud, Tepanud BUTaMuMHOM Ds, aHTMaHemuyecKas
Tepanus (3N0aTuH-anbda).

MoaaepxmBatoLLas KOMMIIEMeHT-610KMpylowas Tepanums
3KYIM3ymMabom npoJo/mKeHa B HedpOonornyeckom otaene-
HuM BOAKB N2 1 u npogomKaeTcs Ha NPOTSAXEHUU 2 NeT.
MHby3mm npenapata nawumMeHT NepeHoCcuT yaoBNeTBOPUTENb-
Ho. CornacHo pesynbratamM NOJHOFEHOMHOro CEKBEHMPOBaA-
Hua OHK B dopmaTe TPMO MaTOreHHbIX BapuvaHTOB EHOB,
KoaMpytoLlWmx 6enKn KoMMneMeHTa, He BbisiBeHo. Ha ¢oHe
Tepanuu cocTosiHue cTabuibHoe: remornobuH — 126 r/n,
TPOMBOLUTE — 264 X 109/n, MoYeBUHa — 4,6 MMOJb/1,
KpeaTuHUH — 51 MKMOJb/N, CKOPOCTb KNy604KOBOW DUb-
Tpauum — 125 mMn/mMuH/1,73M2, NpOTEUHYPUM U FreMaTypum
HeT. Mo gaHHbIM Y3W: npu3Haku renatomeranuu, audoysHbix

W3MEHEHUIN NevyeHn, Hebpomerannun ¢ obegHEHUEM KOPTU-
KanbHOr0 KPOBOTOKA MOYEK.

MporHos

Peunansupyoulee tedyeHne al'YC npu OTCYTCTBUK reHe-
TUYECKNX abeppalmn CUCTEMbI KOMMIEMEHTa MNO3BONSET
OTHECTW NauMeHTa K rpynne BbICOKOro PUCKa pPasBUTUSA
peunanBoB.

BpemeHHasn wWKana
XpoHonorus pa3sutua 6o0ne3Hn nauueHTa L. n ee Kno-
yeBble COObITUS NPEACTABEHbI HA PUCYHKE.

OBCYXAEHME

Oco6eHHOCTbIO TeYeHUsT 3aboneBaHnsa B NpeacTaBfeH-
HOM BblILL€ KIMHUYECKOM HabntoaeHnn aBASETCS pa3Butme
Kym6C-MO3UTUBHOM rEMOIMTUHECKON aHEMUHK, B TOM YuUcCne
BO BpemMs NepBoro Kpmsa. B cBA3M ¢ 3TMM O6bin BbINOA-
HEH psj ANAarHOCTUYECKMX OENCTBUM C LIENbIO UCKIKOYEHNS
pnlYC [1, 4, 8]. B peasynsrate o6¢cnenoBaHusa (B TOM Yucne
no AaHHbIM MUKPOOBMONOrMYECKOro UccnefoBaHns) Npmu3Ha-
KOB CTPENTOKOKKOBOW MHMEKUMU He oOHapyreHo. Kpome
NOMIOXUTENbHON NPAMON NPo6bl Kym6ca 0TMEYEeHO He3Ha-
YUTENbHOE CHUXKEHME KOHLEHTpaumm C3-KOMMNOHEHTa KOM-
niemMeHTa C ero O6bICTPbIM BOCCTAHOBMEHWEM Ha ¢doHe
nna3smoobMeHa v Tepanuu MIOKOKOPTUKOMAamMuK. Ha atom
OCHOBaHWKU 6blf1 YCTAHOBNEH AMArHO3 UMMYHHOW remMosu-
TUYECKOW aHemun, TpombouuToneHuu. B nocneayouiem
avarHo3 alYC 6bin ycTaHOBMIEH B CBS3M C peuyanMBUpYIo-
lwnm TevyeHnem TMA n pasBuUTMEM BTOPOIro ann3oaa 4yepes
1 rog nocne age6iTa 3aboneBaHund. Bo Bpems peunaunsa
npsmasa npoba Kym6ca cHavyana cnabononoxurtenbHas,
npv MNOBTOPHbIX MUCCNeAOBaHUAX OTpuuaTenbHas, oTme-
YEeHO CTOMKOe CHWeHue C3-KOMMOHEeHTa KoMMjeMeHTa
M OJHOBPEMEHHO Pa3BWUTUE MOSIMOPraHHOIO MOPaAXKEHUS:
NnoYyevyHoro NoBpexaeHus, NnoTpeboBaBLIEro 3aMeCTUTE b-
HOW MNOYEYHOM Tepanuu, a TaKKe MNOPaXKEHUs MeYeHMu,
NoAXeNnyao4HON Kenesbl, LLeHTpasbHOW HEPBHOM CUCTEMDI
C pa3BUTUEM CYAOPOXKHOIro cuHapoMa. NcKkntoyeHune apyrux
npu4mH TMA # 6bICTPOE pa3BUTUE PEMUCCUN NOCTE UHULMU-
aLUMKM KOMMIEMEHT-6/T0KUPYIOLLEV Tepanuun TakXKe SBUINCh
noaTBepxaeHnem amarHosa al'yYC [1].

PucyHoK. MauueHT LL.: xpoHonorus pa3suTua 601e3HU, KntoveBble COObITUSA

Figure. Patient Sh.: disease course, key events
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Tepanuun akynusymaobom,
paccmaTtpuBaeTcs BOrnpoc 06 oTMeHe

KOMMEMEHT-GIOKMPYIOLLEN TEPANUM

Mpumeyarme. N'YC — reMonmnTUKO-ypemMnyecknin cuHapom; al'YC — aTunuyHbIi reMONUTUKO-YPEMUYECKUI CUHAPOM; MK — rMIOKOKOPTUKOMARI;
3MNT — 3amecTuTenbHas novyeyHas tepanus; OMM — ocTpoe NoYeyHoe NoBpPEKAEHHE.

Note. HUS (I'YC) — hemolytic-uremic syndrome; aHUS (al'YC) — atypical hemolytic-uremic syndrome; GC ("'K) — glucocorticoids;
RRT (3MT) — replacement renal therapy; AKI (OMM) — acute kidney injury.



CBoeBpeMeHHas gunarHoctuka alYC Heobxoauma Aans
Hayana naTtoreHeTUYeCKOoro nevyeHus U JOCTUXKEHUSA TaKUM
06pas30oM CTOMKOW pemuccuun 3abonesaHus [1, 3]. JledyeHue
al'YC BK/lOYaEeT 3aMeCTUTENbHYIO Tepanuio OpraHHbIX nopa-
EHUN, U B 4YACTHOCTU KOPPEKLMIO OCTPOro MOYEeYHOro
NoBPEXAEHUS, TAXKENON aHEMUN U MPOBEAEHUE NaTOreHeTu-
YEeCKOM KOMMIEMEHT-6/I0KUPYIOLLLEN TEpanuu.

JKynu3ymab (3apeructpupoBaH B Poccuitickon dene-
paumnn 11.11.2011) — MOHOKNOHaNbHOE aHTUTENO, CBA3bI-
Batolee C5-KOMMOHEHT KOMMJEMEHTa M NPensaTCTByloLLEe
TakMuM 06pas3oM ero pacuienneHuto, o6pa3oBaHUI0 MeEM-
6paHoaTaKyloLWUX KOMMIEKCOB U NOBPEXAEHWIO IHAOTENNS
[1, 2, 7]. 9rkynu3ymab apdeKTnBeH He TonbKo npu alyYC,
HO W npu apyrnx ¢opmax TMA, B natoreHe3e KOoTopbIX
3afenNcTBOBaHa cucTeMa aKTMBaUWKW KomniemeHTa [3, 8].
Pa3paboTaH M 3apeructpMpoBaH npenapar paBuan3ymab
(3apeructpupoBaH B Poccuinckon deaepaunn 28.02.2023)
CO CXOXMM MEexaHWU3MOM AencTBus, HO obnagatowMmn 60b-
WKMM Mepuoaom MonyBbIBEAEHUS, YTO YBEMYMBAET BpeMs
WHIMOMPOBaAHUA KOMIMJIEMEHTa M NO3BOJISET CHU3UTbL KpaT-
HOCTb BBefEeHUs npenaparta No CpaBHEHWIO C IKyIU3yMa-
60om [2, 7]. MpoxoasaT nccnefoBaHMs HOBbIX NEeKapCTBEHHbIX
cpeacTB Ans nedyenus nauyveHtoB ¢ alYC: HOMaKonaHa
[2, 7], cemcnanpaHa [2, 7], aBaKonaHa [2, 7]. PaspaboTaHbl
npenaparbl, MPUMEHSAEMbIE MNMPU APYrMX HO30N0rMYECKUX
dopmax HapyleHns paboTbl KOMMIEMEHTa, KOTOPbIE MOTYyT
ObITb adpdeKTMBHbI Npu al'YC: nosennmabd, Teangonymaon,
KpoBanumab, 3unykonaH [2, 7]. B HacToslee BpemMs KOM-
naeMeHT-610KMpytoLWasa Tepanma NPUMEHSAETCA ASIMTENbHO,
HO onTMManbHas ee NPOAOIIKUTENbHOCTb HE onpeaenexa.
MpoBoaaTCcA uccneoBaHUs BapuaHTOB OTMEHbl 3KYSIU3Y-
Maba npu al’yYC [13].

MonoxwutenbHasa peakuus Kym6ca y ONUCaHHOrO Hamu
nawuueHTa, BEPOATHO, Bbliia CBA3aHa C CONYTCTBYIOLWUM UHEK-
LUIMOHHbIM MPOLLECCOM W MOSIBJEHWEM aHTWUTEN K 3pUTPOLIU-
Tam. Takoe NpeanonoXKeHWe BO3HUKIO B CBA3WM C TeM, YTO
HEKOTOpble WHOEKLUMOHHbIe areHTbl CMOCOOHbI Bbi3blBaTb
remonuTnyeckne aHemuun [14]. Cpean BO3MOMKHbIX MPUYUH
MONOXKUTENBHOIO pe3ynbrata nNpsMon npobbl Kymbca Tak-
e paccMaTpuBanncb MOOGOYHbIE PEeaKLMU NeKapCTBEHHbIX
npenapartoB, B 4aCTHOCTU aHTMGaKTepuaNbHbIX NpenapaTos
rpynnbl uedanocnopmHOB, KOTOPbIe Ha3Havanuchb 1 B febioTte
3aboneBaHua (uedenum + cynbbakTam), U BO BpPeEMS peLu-
anBa (uedTprakcoH). CornacHo MHCTPYKUMAM K AaHHbIM npe-
napaTtam, Npu NPUMEHEHUU BO3MOXHbl MOGOYHbIE peaKLun
B BU/E reMOSIMTUYECKON aHEMWUM, NTOXKHOMONOKUTENBHON NPO-
6bl Kymbca [15, 16]. BHe 3aBMCMMOCTM OT NPUYUH Pa3BUTHA
HanuMyme MonoXUTENbHON NpsAMon MNpo6bl Kym6ca npuseno
K TOMY, 4TO AMArHOCTMYECKMIM NpoLecc 3aHsAn 6onee 4yem 1 rog,
COOTBETCTBEHHO Ha3HayeHWe KOoMMIeMeHT-6/10KMpyloLLen
Tepanuu Takxe 6bl1o 0TCpoYeHo. HecBoeBpeMeHHOe Ha3Ha-
YyeHue naToreHeTUYecKomn Tepanum IBaASeTCs OAHUM M3 GaKTo-
poB HebnaronpuaTHoro nporHo3a alYC [11]. HecmoTps Ha
no3aHee Ha3HavyeHue aKynnu3ymaba, nayumeHT, No UMELLLMMCS
Yy Hac AaHHbIM, HaxoauTca B pemuccun. PaccmatpuBaetcs
BOMPOC 06 OTMEHe KOMMIEeMEHT-6I0KMpytolwen Tepanuu
COrNacHoO UMeloLLEMYCS MUPOBOMY ONbITy [13].

3AKJ/IIOMEHME

AtnnunyHbin 'YC — KparHe peakoe 3aboneBaHue, HOCS-
llee nporpeccupyoLlinm xapaktep, ¢ HebnaronpUsaTHbIM
MPOrHO30M MNPW OTCYTCTBMM MNaTOreHETUYECKOM Tepanuu.
BarKHbIM $GaKTOPOM B AOCTUMHEHUN PEMWUCCUM U NPeaoTBpa-
LWEHMM NONMOPraHHbIX NOPaXEHUN SBNSETCA CBOEBPEMEH-
Hasi AMarHOCTUKa, KoTopas B CBSA3U C OPPaHHOCTbIO AaHHOM

naTofiorMnM MOXKET MPEACTaBNATb 3HAYMTENbHYK TPYAHOCTb
Jaxke Npu TUNUYHOM TeyeHuu. dnddepeHumancHas guar-
HOCTMKa B BMAE CKPYMNyNe3HOro MCKIYEHUS APYrux npu-
YUH TPOMOOTMYECKOM MUKpOaHrMonaTtum Crnoco6eTByeT
YCTaHOBJIEHUIO BEPHOI0 ANArHo3a v Ha3Ha4YeHuUIo naToreHe-
TMYecKow Tepanuu. MNMpu aTMNMYHOM TEYEHWM AMarHoCTMKa
MOXeT noTpeboBaThb 60/blLE BPEMEHU, YTO OTCPOUUT Havano
Tepanuu. HasHavyeHne KoMMnemeHT-6l0Kupylowen Tepa-
nuu B BUAE aKynn3ymaba M ero 6GMONOrM4YeCcKMx aHanoros
NO3BOJIAET AOCTUYb CTOMKON PEMUCCUM U YNTYYLINTb Ka4eCTBO
W3HW NaLMEHTOB.

UWHOOPMUPOBAHHOE COIJIACUE

OT 3aKOHHbIX NpeacTaBUTeNnen nauueHTa MoayyYyeHo
nMcbMeHHoe MHGOPMUPOBaAHHOE A06POBOJILHOE cornacue
Ha Ny6nMKauMio pe3ybTaToB ero 06cnefoBaHUs U nevyeHus
B MEIMLIMHCKOM }ypHane, BKO4as ero 3/eKTPOHHYO BeEp-
cuio (gaTta nognucanus: 16.04.2024).
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