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OCOBJIMBOCTI HEPEBIT'Y TEMOJITUKO-YPEMIYHOI'O
CUHAPOMY (KJIHIYHE CIHOCTEPEXEHHS)

I'emonituko-ypemiunnii cuaapom (I'YC) abo cunapom ["accepa - 11e TpoMOOTHYHA
MIKpOAHT10MaTisl, SIKa CyMPOBOJIKYETHCS TEMONITUYHOIO aHEMI€I0, TPOMOOIMTOIIEHIETO,
rOCTPOI0 HUPKOBOIO HEJOCTATHICTIO Ta XapaKTEPU3Y€EThCS HECHPUATIMBUM MPOTHO30M
[2, c. 18; 5, c. 1465].

AKTyaJbHicTh. 3axBopioBaHicTh Ha ['YC komuBaethes Big 0,2 10 4,28 wa 100000
auTssyoro HaceneHHs [4, ¢. 18]. 'YC 3ycTpiyaeThCsi MOBCIOAHO, 3 OJJHAKOBOIO YaCTOTOFO
y xyomuukiB Ta aiB4atok [1, c. 308; 2, c. 18]. Ha Bik g0 3 pokiB mpunamae 70%
3aXBOPIOBAHHOCTI. JIeTalbHICTh B TOCTPHIA Mepio]] 3aXBOPrOBaHHS ckiaaae 2,5-12% [4,
c. 18]. B 1-2% BumnazkiB rocTpa HUPKOBA HEIOCTATHICTh TPAHC(HOPMYETHCS B XPOHIUHY
HUpkoBy HepoctaTtHicTh (XHH), me depe3 5-7 pokiB paszBuBaerbesi XHH y 5%, o
BIKUIH, 1y 10-25% xBopux TepminanbHa ctaaist XHH peamizyerbes uepes 10-15 pokis
[2, c. 20].

Ha cyusacnomy erami Buauisiore tumoBuit I'YC — D-HUS (STEC-HUS) —
acoriiioBanuii ¢ miapeeto, ckiaagae 90-95% BCiX BHITANKiB, Ta aTUMOBUI — TOB'SI3aHUMN
3 TEHHUMH MYTAIlisIMH, TIOPYIICHHSIM PETYIISII] KOMIUIEMEHTa, BHACTIIOK YOTO BUHUKAE
HEKOHTPOJIbOBaHA aKTHUBAIlis aJIbTepHATHBHOTO IUIIXY [4, . 20; 6, c. 15-17].

B erionorii Tunosoro I'YC Bupimansny pois Biairpae EHEC (enteporemopariuna
Escherichia coli), nait6inbm yacto — ceporun 0157 : H7 (pimme O11 : H8, OI03 : H2,
0123, 026), sixa 3matHa npoaykyBatu [lura-nmoniouuii Tokcuu (STX1 u STX2 Tumnm),
KU TPAaHCHIOPTYIOTHCS 3 KUIIEYHUKA HEUTpodinaMu, TPOMOOIIMTAMHU, MOHOITUTAMH [0
egporenito Hupok, I[HC, inmmx opraniB. 5 Oera-cyOOAMHMIIL TOKCHHY MAalOTh
adiHHICTB 10 perenTopiB rodoTpuaszwitepamiay (Gb3) eHaoTeN110 HUPKOBUX CYUH, a

anb(ha-cyooAMHUIIA i€ Ha puOOCOMU KITITUH, OJIOKYIOUU CUHTE3 O11Ka, BHACIIIOK YOT0



KJIITUHA TUHYTh. BUHUKae 3Ha4YHMI MIKpOAHTIOMATUYHUM TpoMOO03, 11O BeAe [0
MIIBUIIEHOTO  CHOXKUBAaHHS  TPOMOOINMWTIB, TEMOJI3y  EPUTPOIMTIB  IUIIXOM
(dbparmeHnTaiii, 3HWKEHHS TMepdy3ii HUPOK 1, SK HACHIIOK, TOCTPOi HHUPKOBOI
HepocraTHocTi [4, c. 20-22, 5, c¢. 1469] . Kpim TOrO, JOBEIEHO, IO MPHCYTHICTH
TokcuHy STX B cyauHax Mae CyIMHO3BYKYBaJbHUM, IPO3analbHUI, NpOaAre3uBHUN
edexr [2, c. 19].

OcHoBHMMH KIiHIYHUMU TposBamu THNoBoro ['YC e mepeiimononiiOHuii 61716 B
’KUBOTI, OJIFOBaHHS, P1JKI BUIIOPOKHEHHS 3 JIOMIIIKOIO KPOBI 3 MOJIAJIBIIO0 CIA0KICTIO,
OJIITYpi€l0, CUMITOMAaMHU IHTOKCHKAllli, MPOSBAMH Te€MOpariyHoro cuHapomy. llpu
1a00paTOPHUX JOCIIHKEHHSIX BUSBISIIOTH aHEMIIO, IIUCTOIIUTO3, PETUKYOJIIUTO3,
TpoMmbornuTonexito, miasuineHHs JIJII', piBus OinipyOina, HeraTuBHy peakiiro KymoOca,
MOJkIIBa Makporemarypis [1, ¢. 308-309; 2, c. 19; 3, c. 448-451, 453; 5, c. 1467-1471].

JlikyBaHHSI BKJIIOYA€ KOPEKIII0 BOJHO-EIEKTPOJITHUX MOPYIICHb, MEpPETUBAHHS
SPUTPOLIMTAPHOI MACH Ta IJIa3MH, TeMoJiali3, MepUTOHEATbHUN Jialli3, MeMOpaHHMMA
wia3madepes, BAKOPUCTAHHS 1HTIOITOPIB CUCTEMH KOMILTIMEHTY (eKyizymao) [2, c. 20;
3, c. 450-454; 4, c. 24, 25; 6, c. 34-37]. IIlpu pO3BUTKY TepMiHAIBHOI HHPKOBOI
HEJ0CTAaTHOCTI TTOKa3aHa TPAaHCIUTAHTAIlisT HUPKH [3, ¢. 454].

Buknaznene Bulle UIIOCTPYE BIACHE KIIHIYHE criocTepexeHHs. XBopuii ., 8 pokis,
O0yB rocmitam3oBanuii 70 O6nacHOi KIHIYHOI JikapHi B ciuHi 2019 p. 31 ckapramu Ha
CaOKICTh, 3HUKEHHS alleTUTY, BIACYTHICTh BUAUICHHS ceyl, HAOPSAKU M'SIKUX TKaHUH
o0nMMYYs, TEPEeNHbOI CTIHKU KMUBOTA, KIHIIIBOK, MOPYIICHHS IUXaHHSI. 3 aHaMHE3y
3aXBOPIOBAHHS B1I0MO, 1110 XBopie npoTarom 10 nHiB. J[iarHOCTOBAHO TOCTPY KUIIKOBY
iHpekuiro. Ha ¢onHl npuzHadeHoro amMOynaToOpHOro JiKyBaHHS KUIIKOBUM CHHAPOM
JKBIJIOBAaHO, ajie TUTHHA Oyra MJIsiBa, BIJ 1K1 BIIMOBJISIACh, IOBTOPIOBAIACh OJIIOBOTA,
3MEHIIIYBaJlach KUIBKICTh cedl. CTaH JUTUHU NPOrPECUBHO MOTIPIIYBABCS, PO3BUHYBCS
CUHPOM TIOJIIOPTaHHOT HEJIOCTATHOCTI (FOCTPOi HUPKOBOI, AMXAJIBHOI, 1IepeOpaIbHoOi,
CEepIIeBO-CYANMHHOI). Byio BcTaHOBIEHO J1arHO3 “TEMONITHKO-yYpeMIiuyHUN cuHapom”. B
3B’A3KYy 3 TSDKKICTIO CTaHy, PO3BUTKOM HAOpSKy JIereHb IWTHUHY IMiIKIIOYEHO 0
anapary mrty4Hoi BeHTuisiii serenis (I1IBJI). 3abe3neuyBanach iHOTpoIHA MiATPUMKA
Miokapaa iHQy3iero nodaminy. PosmouaTto mnpoBeneHHs remojianizy. I[lpusHadeni

[IFOKOKOPTUKOCTEpoinu. [IpoBoauaack MOCHHIPOMHA Teparlis.



JluTvHa TIpaBWIBHOI TUIOOY/IOBM, 3aJ0BUIBHOTO  xapuyBaHHA. Illkipa Oimina,
€KX1MO3H, MeTex1aJbHUI BUCHUN HA TynyOl, KiHliBKaX. CIu30Bi 000J0HKK 0€3 BHUCHUITY.
Temmeparypa tima 36,6°C. Ham JjereHsMu IEepKyTOpHO JIeT€HEBHM 3ByK. Ilpu
ayCKyJIbTallli JUXaHHS OPCTKE, BEJMKAa KIJIbKICTh IPIOHMX BOJOTHUX XpHUIMiB. ToHH
cepis npuriymieHi, putMmivdi. Kupit M skuii. [Teuinka + 5,0 cm. Critens KOpUIHEBUI
KaIIonoiOHui. AHypisl.

JlaHi 1O0JaTKOBUX JOCHIKEHBb: BUCOKHI PIBEHb a30THCTUX HUIAKIB (KpEaTHHHUH
kpoBi 1,23 Mmoib\l, cedoBrHa KpoBi 24,8 MMOIB\I), aHEMisl TAKKOTO CTYIICHIO
(remornobin - 42 r\n), TpomGommromenis (tpombormtm 60 x 10°1), momipHa
rinepOinipyOiHeMisa 3a paxyHOK HempsMoi ¢pakiii (3aranbHuid OuTipyOiH 45 MMOIIB/1,
HenpsMuit Outipy6iH — 37,5 MMounb/i), rimonpoTeineMis (3aranbHuii Oinok - 45 r\n),
npoou KymOca (mpsiMa Ta HenpsiMa) HeTaTHUBHI.

JIuTuH1 POBOAMIIN CEAHCH TeMO/I1ajli3y CIoYaTKy II0JIEHHO, HaJall TPU pa3u Ha
TWXJICHb 110 4 roauHu 3 00’emoM yabTpadineTparii Big 1000 ma go 1500 M. OgHak
CTaH JUTUHU MOTIPIIMBCS, PO3BUHYJACh MPaBOOIYHA, a MOTIM JBOOIYHA OCEpE/IKOBa
MTHEBMOHIsI, TPOTPeCyBaB HAOPSIKOBUW CHUHJIPOM, MPOSBU BTOPWUHHOI KapJiomiomnaTii
(mumarartis JTiBUX Kamep cepis, MiIBUICHWA THUCK B JICTGHEBIM apTepii; 3’sBUIACh
perypritaimisi Ha MITpaJIbHOMY KJlanaHi, 30UIbIIMBCA O0’€M BHIOTY B NEpHKapAi,
dpakiisi BUKHIY JIBOTO INUIyHOYKa 3HU3WIach 10 47%). byno mnocuieHo
aHTUOAKTEpIiiHy Tepaniio, MPU3HAYEHO KYypC MMYHOMOJYJIIOIYOro npenapary 0l0BeH
MOHO, ONTUMI30BAaHO IHOTPONHY Ta KapJAiOMEeTa0oNMIyHy MIATPUMKY MioKapja
(mobyTamiH, HEOTOH). Y 3B’S3KYy 3 NOTIPUIEHHSIM CTaHy, POTPECyBaHHSAM HAOpPSAKOBOTO
CUHJIpOMY, TTHEBMOHIi, IHTEPCTUIIAIBHOTO HAOPSKY JIET€Hb, MOTIPIICHHSM HiSTIbHOCTI
Ceplsl  CeaHCH TeMojiami3y MPOBOAWINCH IIOASHHO IO 5 TroauH 3 00’eMOM
yneTpaduibTpamii  1500-2000 wmui. IIBJI mpoBogmnace 6 1106, B MHOJAJIBIIOMY
BITHOBJICHO aJieKBaTHE CroHTaHHE auxaHHsA. CTaH JUTUHU CTaOlIi3yBaBCs, OTPHUMAHO
NMO3UTUBHY JHWHaMIKy TniepeOiry mHeBMoHii. OJHaK, HE AMBISYUCh HA ONTHMI3allilo
3aMICHOI HUPKOBOI Teparii, y IUTUHU 30epiraBcs HaAOpSAKOBUN CHUHAPOM, MaJId MiCLE
MIPOSIBU IHTEPCTHIIIITHOTO HAOPSKY JICTCHb.

JIuTMHA MOBTOPHO 3 3aMICHOIO METOK OTpuMaina TpaHcQy3ii epUTpOLUTaAPHOI

MacH, CBI)KO3aMOPOKEHY IIJIa3My, TPOMOOKOHIIEHTpaT, 1HDY311 20% anp0yMiHy.
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JliarHOCTOBaHO 3aji30/IePIIUTHY aHEMIIO: CHPOBATKOBE 3alizo 6,6 MKMOJIB/J
(mopma 8,95-21,5 wmkmonw/n), ¢eputun 644,5 wmxr/n (Hopma 30-400 wMxr/m),
tpancdepun 1,56 r/n (Hopma 2,17-3,21 r/n). Ilpusnayeno enodiokpun mo 2000 MO 3
pasu Ha TWXACHB miAmKipHO Ta 2% depokcun 5,0 mi x 1 p/no0y B/B kparnensHo B 100,0
M (i310JIOTIYHOTO PO3YMHY Yepe3 JACHb MICIs CEaHCy TeMOializy Ha MPOTA31 MiCsIIA.
B nopanbmioMy AWTHHY TepeBeNEHO Ha NEepopaibHUM mpuiioM MansTodepy mno 20
Kparmesb 2 pa3u Ha JIeHb BHYTPIIIHBO Ta MiIIKIPHE BBEACHHS eno0iokpuHy B 1031 2000
MO 2 pa3u Ha TUXKJEHb B TPOMIDKKAX MK CEaHCAMH reMOiai3y.

Takox y marieHTa nmporpecyBajia BTOPUHHA apTepiaibHa TiNepTeH3isd, B 3B SI3KY 3
quM OyJIM MPU3HAYCHI METOMPOJION 10 5 MT X 2 pa3u Ha 100y, JepKaMeH 5 Mr X 2 pasu
Ha 700y Ta izioTens 0,2 Mr X 2 pa3u Ha 100y BHYTPIIIHBO.

Ha TenepimHiii yac cTaH AUTHHH CYTTEBO MOKpAIIMBCS. XJIONEUb B CBIIOMOCTI,
CaMOCTINHO XOJUTh, €MOIIMHO NaOuTbHUI. TemmepaTypa Ha HOpMalbHUX LU]pax.
Anerut nokpamuscs. [kipa 6:1110-poskeBa 3 HE3HAYHUM KOBTSIHUYHUM BIJTIHKOM, 0€3
Bucuny. Cnu3oBi 000JIOHKM O110-pokeBl, yucTi. [lepudepuynux HaOpsSKIB HEMae,
BUIIOTY B TMOPOXKHUHAX (IJIEBpAJIbHUX, TMEpUKapiAl, 4YepeBHii) 3a manumu Y3Jl He
BU3HAYAETHCS. 3aUIIKH HEMae€, 4acToTa AuxaHHs 24-26 Ha xBuiuHy. Han merensmu
MEPKYTOPHO SCHUM JereHeBuil 3ByK. [Ipu ayckynbTanii AMXaHHs NOMIPHO MOcadieHe,
XpuriB Hemae. TOHU ceplsi PUTMIYHI, MPUTITYIIEH], He3HauyHa Taxikapais. [lomipHa
apTepiajbHa TINEPTEH31s, 0 KOPUTYEThCS TINOTEH3UBHUMU TMpenapatamu. KusiT
M‘sikuii, 0e30omicHuil. [leuinka + 3,0 cm. Crimens 1-2 pasu Ha 100y KOpUYHEBUU
odopmiieHu#, camoctiiHui. Omniroanypis, 3a 100y Buauisge 200-400 M cedl )KOBTOTO
KOJIpy. 3a JaHUMH JOIUIEPIBCHKOrO JOCIIIXKEHHSI CyJIMH HUPOK KPOBOIUIMH B HUPKax
PI13KO 3HUKECHUH.

JIuTHHI IPOBOASATHCS CEaHCH reMojiaizy 3 pa3u Ha Ao0y no 4 roauHu 3 00'eMoM
ynbrpadinbrpatii 1500-2000 ma ta mBUAKICTIO yibTpadinbTpamii 120 Mi/XBUIUHY.
Jlyist ipoBeieHHs ceaHciB remomianizy B Oepesni 2019 p. chopmaHo apTepio-BEeHO3HY
¢dictyny Ha JiBiM pyul, sika ao0pe ¢yHkuionye. I[lpouenypu remonianizy MHari€HT
MEePEHOCUTH 3aJ0BIIILHO. B MiXmiamizHuii mepios HaOupae He Outbin 5% Baru, piBeHb
KpeaTuHiHy B Mexax 180-250 MMomw/n, ce4oBHMHU KpoBi He mneperuinye 7,0-14,0

MMOJIb/11, TeMoriao0in 105-115 r/m.



[IpoBeaeHe MOJIEKYJISPHO-TEHETUYHE JOCHIKEHHS JO3BOJMIIO J1arHOCTYBaTH
tunoBy ¢opmy ['YC. XBoporo oOCTEKEHO y BIJIUICHHI 1HTEHCUBHOI Ta €(pepeHTHOI
Tepamii  XpOHIYHUX  I1HTOKcHMKamiii  HarionanapHOi — criemiayii3oBaHOi  JIiKapHi
«OXMAUT» (M. KuiB). IuTHHi MaHyeThCs MPOBEACHHA OMepalii 3 TpaHCIUIaHTAaIlil
JIOHOPCHKOi HUPKHU B M. MiHchK (biopych).

Takum unnom, I'YC - cepito3Ha TepaneBTUYHA MpodsieMa s neaiaTpii Ta IUTI401
Hedposorii, ofAHa 3 MPOBIAHUX MPUYMH TOCTPOi HUPKOBOI HEJOCTATHOCTI Yy JiTEH,
0COOJIMBO MOJIOANIOrO BiKy 0€3 BpO/KEHUX BaJl PO3BUTKY HHUPOK, 3 MOTEHIIIHOIO
MOXJHUBICTIO TpaHchopmanii B TepmiHaibHy XHH B pi3HI cTpokM BiI mNOYaTKy
3axBOproBaHHA. [IpOrHo3 [js MOMANbIIOTO KHUTTS Ta 30epekeHHs (YHKIIT HUPKU
HacamIepe]] BU3HAYA€TbCA pPaHHIM aJeKBaTHUM [Jiaii3oM (IIEPUTOHEAIbHUM UM

reMo/11aJ1130M) Ta BUBHAYECHHSM «TUIIOBUI UM aTUNOBHI» BapianT nepediry I'YC.

Cumcok Jgireparypu:

1. T'yubkoBa E.B. DkcrpapeHasbHble MNPOSIBIECHUS TE€MOJIUTUKO-YPEMHUYECKOTO
cuHapoMa y aeteil. Poccuiickuil BecTHUK mepuHarosioruu u neauatpun, 2018; 63(4):
307-309

2. Makaposa T.II., Mpacosa B.K., IlakupoBa WN.JI. u ap. I'emomuTuko-
ypemMudeckuii cuHapoM y neteit. [Tpakrnyeckas meauimaa. 2006; 5(19): 18-20

3. Hurun A.H., Bamypuna T.B., Mapruesa T.B. u np. ®demepanbubie
KIIMHAYECKHE PEKOMEHJALMU 10 OKa3aHUI0 IOMOIIM JETSIM C Te€MOJIUTHUKO-
ypemuueckuM cunapomoM. I[lennarpuueckas papmaxonorus. 2015; 12(4): 442-455

4. OmupoBa X.M., Toncroa E.M., Karan M.IO. u ap. 'eMonutrko-ypeMudeckuii
CHHIPOM, AacCOI[MMPOBAaHHIA C IIMra-TOKCHH-mpoayuupytomieir Echerichia coli.
Hedposorus. 2016; 20(2): 18-32

5. Bagga A., Khandelwal P., Mishra K. Et al. Hemolytic uremic syndrome in a
developing country: Consensus guidelines. Pediatr. Nephrol. 2019; 34; 1465-1482

6. Loirat C., Fakhouri F., Ariceta G. et al. An international consensus approach to
the management of atypical hemolytic uremic syndrome in children. Pediatr. Nephrol.
2016; 31(1): 15-39



