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Knwouegvle cnosa. TeMOIUTHKO-yPEMHUECKHH CHUHAPOM, OCTpas NMOYeYHas: HEeIO0CTaTOYHOCTH,
MOYeYHO-3aMecTuTeNbHas Tepanusi, E.coli.

Peztome:  emonumuxo-ypemuueckuti  cunopom (LVC, 6onesnv [Taccepa) — Hnaubonee
pacnpocmpanenHas PA3HOBUOHOCb mMpomMOOmu4ecKoll MUKPOAHSUONAMuu, COCMOoAHUA,
Xapakxmepuzyouje2ocs  MHOMCECMBEHHbIM — MpPoMO00Opa308anuem ¢  3aKVNOPKOU — SUANUHOBLIMU
mpomoamu cocy0os Meikozo Kaiopa.
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Resume: Hemolytic uremic syndrome (HUS, Gasser's disease) - the most common variety of
thrombotic microangiopathy, a condition characterized by multiple thrombosis with occlusion of hyaline
thrombi vessels of small caliber.

AKTyanbHocTh. ['eMonmutuko-ypemuueckuii cuanpom (I'YC) sBisiercs Hambosee
YacTOM NPUYMHOW PaA3BUTHUS OCTPOM IMOYEHYHOM HEAOCTATOYHOCTH y JNETEH PAHHErO
BO3pacTa ¢ BO3MOXKHBIM (DOPMUPOBAHUEM B JaldbHEUIIIEM XPOHUYECKOW O0O0JIE3HU MOYEK,
YTO, B CBOIO OYEPE/ib, MPUBOJAUT K UHBAIUIU3ALIUU JIETCH.

I'VC BnepBbie ObUT ONMCaH HEMEIKMMH y4eHBIMU BO TiaBe ¢ ['.I'accepom B 1955 r.
KaK COYETaHHEe MHUKPOAHTHONATUYECKON TeMOJUTUYECKON aHeMUHU, TPOMOOIUTONECHUHN U
octpoii mouewyHou HemoctarounocTr (OITH), sBnssch emBa oM HE caMOW YacTOM
MPUYUHON TIOCTIEAHEH COCTaBISIONICH ATOM Tpuaasl y nmereid. 3a 60 jeT omyOmukoBaHO
HECUETHOE KOJIMYECTBO KIMHUYECKUX, JJAOOPATOPHO-UHCTPYMEHTAJIbHBIX, AHATUTHYECKUX
paboT 1Mo MAaHHOW mpoOsiiemMe, M3Y4YEHbl STHUONATOrEHE3, KIMHUYECKAas KapTUHA He
W3MEHUJIACh, HO CBs3b 3a00J€BaHUS C KUIIEYHOM HUH(eKIuend, BapuadeIbHOCTh
CUMIITOMATHUKHA MOTYT MPUBOJUTH K HEAJEKBATHOMY JICUCHUIO U TMO3JIHEH NUAarHOCTHUKE,
KOT'JIa CaMO BBDKHMBaHHE MAI[MICHTA OKa3bIBACTCs 1101 BOpocoM [1].

I['VC - »T10 3a0oneBanue, BKIOYaromee HeuMMmyHHYIO (KymOc-orpunarensHyro)
TFEMOJIMTUYECKYI0O aHEMHUIO, TPOMOOLUTONEHUIO U TOpPaKEHHE MOYEeK. AHEMUS TSHKEJIOon
CTENEHHU, MUKPOAHTHOMATUYECKasi, XapaKTepU3yeTcs HaauyueM ¢GparMeHTUPOBAHHBIX
SpUTPOIUTOB  (IIM30IIUTOB), CBOOOJHOTO T'EMOIIOOMHA W  PETHKYJIOIWUTOB B
nepudeprUecKoil KpOBH, a Tak)Ke BBHICOKOTO cojacpskanus jakraraeruaporenassl (JIJII') B
CBIBOPOTKE KpOBU. B OOJBIIMHCTBE CIIy4yaeB KOJIMYECTBO TPOMOOILIMTOB MEHEE

60000/mm3[1].
[lo pmaHHBIM JHUTEpPATYphl, OTHAJICHHBIMU HCXOJaMH 3a0o0JieBaHUsl Yy JETeH,
MEPEHECIIUX I'yc, MOTYT OBITH BBI3JIOPOBJICHUE, XPOHUYECKUH

TyOYJIOUHTEPCTULIMAIIBHBIA ~ HE)PUT  WIM  pa3BUTHE  XPOHUYECKOM  MOYEUHOMU
HegocTarouHocTH. Y Oomee 50% OONBHBIX pa3BHBACTCS XPOHHWYECKAs TMOYCUHAs
HEJIOCTATOYHOCTh WJIM HEOOpaTUMbIE M3MEHEHHS LIEHTPAIbHOW HEPBHOW CHCTEMBI, WU
CMepTh B ocTpoii (aze 6onesnu[2].

I'VC — nonu3THONOTHYHBIM CUHIAPOM, BTOPHUYHBIM IO OTHOWIEHHWIO K JIPYIUM
3a00J€BaHMsIM, OOBIYHO TMPUBOIAIIMN K TSKEIOMY MOBPEKIACHUIO SHAOTEIUS COCY/IOB
OpraHoB-MuIleHei[3].

[lo mpuurHamM BO3HUKHOBEHHUS OH MOXKET OBITh pa3jielieH Ha WH(EKIUOHHBIE U
HEeMH(EKITMOHHBIE popMbI [3,4].

K wuH)EKIMOHHBIM OTHOCAT: BepoTOKcHH-TIpoaynupytomas E.coli, Shigella
dysenteriae, MHKpOOpraHHM3MBbI, CEeKpeTHUpyoIue HelWpamuHHIazy. HenHbeKIroHHBIE:
nauonatuueckni I'YC, HaciaenctBeHHet ['YC, I'YC, aCCOLIMAPOBAHHBIN C
TpaHCIIaHTalKel opraHoB. TunuuHoi ¢(opmoil, BCTpedaromeincs B OCHOBHOM Y JETEH,
apiasiercss ['YC, accouMMpOBaHHBIM C IIWMTanogoOHbIM TokcuHoMm, wumu ['YC,
accoruupoBanHbii ¢ auapeeit — (I'VC-(D+) [2].
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Hean: V3yunTh MUHAMHKY TOKa3aTelie TeMOTriIo0WHA, TPOMOOIIMTOB, MOYEBUHHI,
KpeaTHHWHA ©W O00BEM CYTOYHOTO JAWype3a y JeTed C TeMOJUTHKO-YPEeMHUECCKUM
CHUHIPOMOM.

3agaum.

1. [IpocnenuTs NUHAMUKY MOKa3aTelied reMorjioOrWHa, TPOMOOIMTOB, MOYEBHUHBI,
KpeaTHHUHA U 00BEM CyTOYHOTO JHype3a.

2. [Ipoananu3upoBaTh MPOBEJACHUE MOYCUYHO-3aMECTUTEIHLHON Teparuu y NeTel ¢
I'vc.

3. [IpoBecTn aHanM3 HEOOXOIUMOCTH IEPEIIMBAHHS 3pUTpOIUTapHO Maccel (Er-
MAacChI).

Marepuas u MeToabl. B X0o1¢ HaydHON pabOTHI OBLIT MPOBEACH PETPOCTIEKTHUBHBIN
aHamm3 19 wctopuit Gosle3HEW MAIMEHTOB, HAXOJWBIIWXCS HA JICUCHUU B OTICICHUU
WHTEHCUBHON Teparmuu W peannmMamuu B Y3 «2-1 ['JIKb» 1. Muncka ¢ amarHo3om
['emonmuTuko-ypemuueckuii cuaapom 3a 2015 rog.

Pesynabratel u ux ob0cy:xaenme. [lpu ananuze wuctopuit Oone3Hed ObUIO
YCTaHOBJICHO, YTO CpEeIHUN Bo3pacT Oomeomux aetet cocrtasun 2,5+1,5 roxa,
3abosieBaeMOCTh yalle HaOmoaanach y aeouku — 11 nereit (57,9%), manpunku — 8 nereit
(42,1%). Ce30HHOCTH MpPH JAHHOM 3a0o0JicBaHWUM He oTMeuanach. [lpusnakum OITH
nposBsuMch Ha 4,7+2,1 nus. [lepuroneansubnii quanus (I1/]) mpoBogwmics 6 metsM, 4To
cocraBmwio 31,6%, remommanu3 (['JI) Obu1 mpoemen 9 nmersm — 47,4%, modedHo-
3amectutenbHas Tepanus ([13T) e mpoBoawiacek 4 netsm, 3to coctaBmwio 21%. Cpennee
koiauyecTBO ceancoB ['J] cocraBmmo 6,7, I1JI — 12,7 ceancoB. B xoxe paGoTel OBLIO
YCTaHOBJICHO, YTO CHMXeHHe remoroonna (HD), npenMyimecTBeHHO, HA0MI01ATOCH Ha 2
u 5 cytku npeoOsiBaHus B OUTAP, uro B cBoO ouepenb TpeOoBajia KOPPEKIUU C
nomoribio Er-maccer (Tabnuma 1, Puc. 1).

Tabnuya 1. Ilokazareny reMorao0MHa U reMaTOKpUTa B 00IIEM aHAIN3€ KPOBH.

Cyrtku B OUTAP 1-e 2-e 3-e 5-e 7-e
Conepxanne Hb B 87+15 94,5+ 22,8 108+19,9 95+20 105+14.,9
KpPOBH, /7T
I'emaTOKpUT B 26,1+4,2 25+9,2 28+6 25+5,2 29,1+4,75
KkpoBH, %

| WA

1 2 3 5 7
Cyrku B OUTAP

Marepuanbl HaydHO-ITPAKTUYECKON KOH(PEPEHIINH CTYACHTOB M MOJIOJIBIX YUEHBIX 402



NuHoBanuu B MeauLIMHE U hapMaliuu m

Puc. 1 — Cyrounasi AuHaMHKa reMorjioOuHa.

[TepenmuBanme Er-macchel 1BykpaTHO IPOBOAMIOCE 7 AeTsIM — 36,8%, omHOKpaTHOE
nepenuBanne ObUTO Tpon3BeaeHo 9 aetsam — 47,4%, nepenuBaHue He MPOBOIUIOCH 3
netsm — 15,8%. 3HaunTensHbIN MOheM TPOMOOIIMTOB HAOIIOJAETCS HA / CYTKU
Haxoxaenus B OUTAP, nuypesa — Ha 5 cyrku (Puc. 2,3).
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1 2 3 S 7
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Puc. 2 — CyrouHasi AMHAMHUKa TPOMOOLIUTOB.

1 2 3 5 7
Cyrkn B OUTAP

Puc. 3 — CyrouHas qUHaMUKa JUype3a.

3HAYUTEIIFHOEC CHIDKEHHNE MOYCBHHBI M KpEaTUHHHA, TAKXKE YAaJI0Ch MPOCICIUTh Ha
5 cytku HaxoxaceHus B OUTAP (Puc. 4,5).
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MEKMOJIb/JI

[en] [S 8 SNe Yoelan] S X SNe Yo'}

1 2 3 5 7
Cyrku B OUTAP

Puc. 4 — CyrouHas TuHaMHKa MOYEBHUHBI.

350
300
250
200
150
100
50

MMOJIb/JI

1 2 3 5 7
Cyrku B OUTAP

Puc. 5 - CyrouHasi IMHaMUKa KpeaTUHUHA.

BpIBOABI:

1. [lokazarenu romeocta3a y OOJBIIMHCTBA JETEH yAEPKUBAIOTCS TOJIBKO Ha (OHE
I13T.

2.Y Wil ¢ COXpaHEHHBIM AMYpPE30M MaHHBIM IMOKa3aTeh MOXHO yIepXKaTh C
MIOMOIIBIO TUYPETUKOB U afekBaTHou 1T.

3.2 ¥ 5 CyTKU SBISIOTCS KPUTHICCKUMH, TaK KaK UMEET MECTO PEe3KOe CHIKCHUE
reMOTJIOOMHA.

4. Poct TpombouutoB B OAK KOppenupyeT ¢ yBEIMYEHHEM CYTOUYHOIO ANYpe3a,
CHUYKEHHUEM MOYEBUHBI U KpEaTUHUHA.
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