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Haujionanpuuii Mequunmii yaisepcuret imesi O.0. Boromousig, M. Kui

¥V crarri npeacTaBIeHo OIS/ BITYM3HSHOI Ta 3apyOiKHOI JiiTe-
paTypH IIOJ0 ATUIIOBOTO TeMOJITHKO-YPEMiYHOTO CHHIPOMY.
IIpencraBieHo TaKOK Cy4acHy TepMiHOJIOTiO, Kiaacuikaiiiio,
POS3IJISHYTO NIUTAHHA I[0/10 IPUYUH Ta IATOreHe3Y Li€i naToJorii.
Hageneno nymky ¢axiBijiB akynepchbKo-TiHeKOJIOTiYHUX CIILIb-
HOT CBiTYy 3 IUTaHb HOT0 KJIiHiKH, JiarHOCTHKY Ta JIKyBaHHSI.
Knrouosi croea: sazimmicmy, akyuwepcokuil amunosuii zemonimu-
KO-YpeMivnuil Cunopom, exyisymao.

3113'{1112 MicIle, SIKe TTOCIIAI0Th PO3JIAJN TeEMOCTA3y Y 3arajibHiil
11aTOJIOr] JIIOAMHY, BUSHAYAE€TLCS He TIIbKU BUCOKOIO YacTo-
TOIO, PI3HOMAHITHICTIO i MOTEHIIHHO Ay’kKe BUCOKOIO Hebesrey-
HICTIO PO3BUTKY IeMOpariyHuX i TPOMOOTUYHIX 3aXBOPIOBAHb i
CUHZPOMIB, ajie 1me i TiuM (i 11e, MabyTh, HaliroJIoBHiIIe), 10 11i
TIPOIIECH € BasKJIMBOIO JIAHKOIO TTATOTeHe3y HaI3BUYAITHO BEJTIKO-
ro 4yncja iHmMX 3aXBOPIOBaHb — iH(EKIITHO-CeNnTUYHUX, IMyH-
HUX, HEOIVIACTUYHUX, CePLEBO-CYIUHHUX, 3HAYHOI YaCTUHU aKy-
1IepChbKOI MaToJIorii, 3aXBOPIOBaHb HOBOHAPO/)KEHUX TOIIO.

Tpomboruuna mikpoanrionatis (TMA) € oxuuMm 3 yckiaj-
HeHb, sIKi mepe6iraloTh HANOIIBIT TSKKO, MO XapaKTePH3y€EThCsT
YPakeHHAM MIiKPOCYJIMH PIi3HUX OprafiB i CYHNPOBOKYETHCA
TPOMGOIUTONEHIEI0 Ta reMoJiTu4HOI0 anemieio. Tepmin TMA
yBiGpaB B cebe KiJbKa HO30JIOTIH, IS SKUX XapaKTepHi pisHi
MeXaHi3Mu BUHUKHEHHST MiKpoTpoM603y. Choroani 1o TMA 3a-
PaxoByIOTh TpOMOGOTHUHY TpoMmbonuToneHiuny mypmypy (TTII),
remMostiTiko-ypemiunmii cuazpom (I'YC), remapun-iHzyKoBany
tpomboruroneniio, HELLP-cunzapom [14, 27].

I'VC — e TMA 3 TSKKOIO TeMOJIITUYHOIO aHeMi€elo i TpoMOo-
TUTOTIEHI€f0, TPUYOMY Y KJIiHIYHIN KapTUHI OMIHY€E TOPYIICHHS
dynxii Hupox. ¥ 90% Bunagkis mpuauHoo € indekiis, crpudn-
HeHa GaKTepi€eio, 1110 TPOJIYKYE BEPOTOKCUH — €HTEPOreMOpariqHuii
urram Escherichia coli abo Shigella dysenteriae (yactime y niteir). TYC
Mae tunosy dopmy (90% Buna/kis), nos’s3aty i3 aieio [ura-Tokcn-
Hy Ta HelpamiHizasu festkux indexitiii. Toxcun [TTura Mae HU3Ky 6i-
OJIOTIYHIX eeKTiB, TepeycimM — 1ifo Ha eHoTesianbHi krituan | 18].

Opnum 3 tpurepis BunukHenus ['YC e aritmicts. Taxe
YCKJIQ/IHEHHSI MAa€ Ha3By <«acollilioBaHUIl 3 BariTHICTIO remo.Jri-
TUKO-YPEMIiYHIH CHHIPOM» a00 <«aKyIIepCchKHil aTHIOBHUIT re-
MoJtiTuko-ypemiunuii cunzgpoms» (Aal'yC) i nanexuts 1o rpynu
TMA. KirouoBoto nankoto Aal'yYC e BincyTHicTs 383Ky 3 [1n-
ra-TOKCHH-TIPO/IYKYBAJIbHOIO iH(EKIi€I0, BHACJIIZIOK YOTO CHH-
apom OyB HazBanuii atuniosum [ 15, 18]. Bunukae Bi i3 yactoroio
6s3bko 1 Ha koskHi 25 000 BariTHOCTEH, TTIePEBasKHO Y TiCJASATIO-
JIOTOBHI TIepiof, Ta Ma€ He3a/[0BIJIbHI HACITIKU /IS MOPOALJD.
Ile — piakicue, reneTnyne, Hebe3MEUHe AUt KUTTSI 3aXBOPIOBAH-
Hd JiTeil Ta JOPOC/IMUX, CIPUYMHEHE HEePeryJIbOBaHOIO aKTUBalli-
€10 AJTbTEPHATUBHOTO IIIAXY KOMILIEMEHTY, IO IIPU3BOAUTD 10
Mmanidecranii cucremnoi TMA [6, 12, 26]. Anomamii y cucremi
KoMIieMeHTy omucani y 50—60% martienTis, aje 1jsi BCTAHOB-
JIeHHs1 JliarHo3y ifeHTudikaitis ux aHoMasiil He € HeoOXiHOIO,
MOJKJIMBO OIlepyBaTH JaHUMM KJIiHIYHOI KapTUHU PO3BUTKY 3a-
xBopioBanus |14, 21, 40, 44].

Y Toll camuil yac BIIKPUTTS MOJIEKYJISAPHUX MeXaHisMiB
TMA 103BOJIsSIE TI0-HOBOMY HOIJIASHYTH Ha Haroreres TpomMOo-
TUYHUX YCKJIA/IHEHD, TIOB SI3aHUX 3 BariTHICTIO.
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Arunosuii remosituko-ypemivanii cuaapom (AI'YC) nogmi-
JII€ThCS Ha TepBUHHUI Ta BropuHHNN. [lepBuannii AI'Y C Bunn-
Ka€ CIIOHTAHHO, IEPEBAKHO Y AUTAYOMY Billi, KOJIU KIiHiuHa Kap-
THHA 3aXBOPIOBAHHS TOYNHAE PO3BUBATUCH 63 MOMITHOTO TPO-
BOKYBAJIbHOTO YMHHUKA — y IIbOMY BHUIIQJKy MOKHA TOBOPUTH
1Ipo BpozkeHuit gedext perysaunii cucremu koMiiementy [12].

AxymepcbKuil aTHNOBUIH TeMOITHKO-YPEeMiYHUI CHHIPOM
(Aal'YC) 3a kyacudikaliieio HaJeKuThb 10 BTOpUHHUX, OCKiTTbKN
BUHMKAE ITiJT JIi€I0 TPUTEPHOTO YMHHIKA — BariTHOCTI [12, 48].

[Tpononyetbest posmnoxinenHs Aal'YC rtakox Ha <«cimeii-
HUIi», 110 BUHUKAE BHACJIJOK YCHAJKOBAHUX Bij OaTbKiB Jle-
exris, Ta «crnopaguunuii». OAHAK, 3BAXKAIOUN Ha HEJOCTATHIO
BUBYCHICTh 3aXBOPIOBAHHA Ta BapTiCTh IFeHETUYHUX JOCTiPKEHb,
BCTAHOBJICHHS IIOXO/KEHHS PO3JIa/liB CUCTEMU KOMILTIEMEHTY Ha
CHOTOJIHI He € MOKJIUBUM |22, 48].

ITarorenes

Y marorenesi AI'YC ocHOBHA POJIb BiZIBOAUTHCS TU3PETYJISI-
1ii crucTeMu KOMILJIEMEHTY SIK BHACJIZIOK T€HeTUYHUX aHOMaJIii
(Myrarii reniB, 1Mo KOAYIOTh CUHTE3 GiJIKiB-PEryJIsITOPiB CUCTe-
MU KOMILIEMEHTY), TaK i 32 PaxXyHOK BUPOOJIEHHST ayTOAHTHTIJI
1o (axropa H, 110 npusBoanTb 10 HEKOHTPOJIBOBAHOT aKTUBAILIT
AJTbTEPHATUBHOTO TIJISIXY KOMILIEMEHTY 3 TIOTITKO[KEHHSIM €H/I0-
TesTialbHUX KJIITHH i TOA/IBIIMM TPOMOOYTBOPEHHSIM Y Cy/INHAX
MIiKPOIMPKYJISITOPHOTO pyciia pisaux oprauis [15]. Bararsma as-
TOPAMU HABiTh IPONOHYETHCS BUKOPUCTOBYBATU HOBUIT TEPMiH
1t mo3HayeHHsT AI'YC — KOMIIIEMEHT-0TIoCcepeIKOBaHa TPOM-
6ormyna Mikpoanriomnarist [23, 36]. OcranHIM YacoM MOBIIOMIIsI-
10Th IIPO MOKJINBICTh PO3BUTKY KOMILJIEMEHT-He3a/IeKHUX (hOpM
AT'YC, rakux, sk mytanii y mianuirmineposinasi ¢ (DGKE) ta
masminoreni (PLG) [17, 24, 30].

CucreMa KOMILIEMEHTY € OCHOBOIO BPOJIKEHOTO iMYHITETY, a
ii peryania nepenbavae 36epesKeHHs AeNiKaTHOIO 6aJIchy MiK
akTuBaiieo (st eekTHBHOI 60POTHOM i3 TATOrEHOM ) Ta KOHTP-
0JIeM [IUX KACKAJIHUX PEaKIIiii (/17151 YHUKHEHHS TTOIIKO/KEHHS Ta
3aXBOPIOBaHHS OpPTraHi3My-xassdiHa). Yci TpHM IUIAXU aKTUBAIlii
KOMILIEMEHTY (KJIaCHYHUI, aTbTepPHATUBHUN Ta JICKTHHOBHIL)
CXOISAThCS HAa MOMeHTi 3amyuyenns janku C3. Ha Bimminy Bim
KJIACMYHOTO Ta JIEKTHHOBOTO IIJIAXiB, aKTUBAIliS aJlbTePHATHB-
HOTO HUIAXY He BUMarae inirniaropis, Tomy rigponiz C3 mosxe
BigGyBarucst crontanuo [2, 11]. [lo peryasTopis 1boro mpoiie-
cy Hasexkath Taki 6inkn, sk daxrop H (CFH), dakrop I (CFI),
MemOpanuuii kodakropuuii nmporein (CD46), dakrop B (CFB),
daxrop D (CFD) i C3. Cnankosi Ta HaOyTi reHeTHUHi MyTallii,
AKi BIVIMBAIOTH Ha 11i Oinku, BusBasm y 60—70% mnaiienris 3
miaraosoM Aal'yYC. Bonu 3yMOBIIIOIOTE Oe3iiepepBHY aKTHBAIIiIo
aTbTEPHATUBHOTO NMIISXY JOTIOBHEHHS. L1 HagBIcoKka akTHBaIlis
MIPU3BONUTD /10 TTONIKO/PKEHHS eHI0BACKYJ/IIPHUX KJIITHH Ta M0-
HIKO/KEHHS TKAHUH TOCIIO/apst, 110 JysKe XapakTepHo /st TMA-
nopyuress [25].

®akrop H (CFH) i dakrop I (CFI) npurnidyiors aktusa-
1i10 asbTepHaTUBHOTO 1LIsIXY Komitementy. CFH — ocHoBHMit
peryIaTopHuit hakTop aabTEPHATHBHOTO IIIAXY KOMIIJIEMEHTY,
skuii 6;10Kye yropernst C3-konpeprasu i 6e310cepesHbo mpu-
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ckopioe 1i posnaja. Kpim Toro, CFH € xodakropom CFI B inak-
tusaii C3b.

OTtxe, CFH manexxnTh KII0YOBa POJb y 3aXUCTi eHIOTei-
JIbHUX KJIITUH Bijt akTuBalii kommiementy. Konnenrpanis CFH
y mrasmi xBopux 3 Aal'yY C Moske 6yTH HOPMaTBHOIO, 3HUIKEHOIO
a6o HyaboBoio [6, 20].

CFB i CFD, naBnaxu, cupusioTb akTuBalii ajabTepHa-
THBHOTO IIJISIXY KOMILIEMEHTY, Oepyun ydactb y (HopMyBaHHi
C3-konseprasu (C3bBb). Ocranns 6GaratopasoBo MOCHJIIOE
posmennenna C3 3a paxyHok ¢dopMyBaHHA TaK 3BaHOi IeT-
i amruridikartii, y pesysabrati 4oro HEyXUJIbHO 30iJbIIYETHCS
kisbkicts pparmentis C3b. Ipu npuennanti 1o C3-koHBepTasu
noparkosux Gparmentis  C3b  yrBOpoeTbest C5-KoHBepTasa
(C3bBb (C3b) — ensumMaTHYHUI KOMILIEKC, IKUI PO3IIEILIIOE
C5-komnonent komiuiementy. Ilin gac posmenenus C5 yrBo-
proeTbest oty kUit anadinaktunanauii C5a i C5b-dparment, 1o
«3armyckae» 300pKy MeMmOpaHoarakywdoro komiekcy C5b-9,
SIKH 3yMOBJTIOE JIi31C GaKTePiaJbHIX K THH.

Konrnenrpatiss CFB y muasmi xsopux 3 Aal'YC moske 6yt
HOPMAJIbHOIO 260 3HIDKEHO0. 3a JaHVMH JHTEPaTypH, I0CITi-
mxenns pisuiB C3 i C4 meromom nedesnomerpii y XBopux 3
AaT'YC BcranoBuJio, 1o y Oinbinocri 3 nux 3uavenns C4 3amu-
MIAI0THCST HOPMATbHUMHU, Tofi sk piBerb C3 sumkennit y 50%
XBOPUX, IO CBIYATH PO aKTUBAIIIO0 KOMILJIEMEHTY IIEePEeBaKHO
JIbTEPHATUBHIM IIISAXOM [25]. B iHIoMy tocsti/preHni yactora
sumxkenns piBast C3 y rpymni Aal'Y C cranosuia 35,7%, 1110 MOJKHA
MOPIBHATU 3 MIXKHAPOAHUMHU JAHUMU, OJHAK [I0Ps/] 3 aKTUBALIE€IO
IBTEPHATUBHOTO MUIAXY KOMIUIEMEHTY TaKOK OYJIM BUSABJICHI
O3HAKM 3aJIy4eHHS Y HaTOJOTIYHHIT TIPoIiec i KITACHYHOTO MIJIAXY.
Ha nepimii nmorsisizt, cutyartist o/lHO4acHOT akTHBallii 000X 1115-
XiB KOMIIJIEMEHTY MO’Ke 3/IaTHCs HapagokcanbHoo. OnHak mpo-
BeJICHI B OCTaHHI POKU TOCJIi/PKEHHS T03BOJINJIN BCTAHOBUTH, 110
SIK B €KCIIEPUMEHTI, TaK i B KJIiHIYHIH IPpakTUIl y HU31 3aXBOPIO-
BaHb HasBHI O3HAKM aKTUBAIli 060X MUISAXiB KomiemenTy [11].
[Tiz yac BUBYEHHS 3arajJIbHUX 3aKOHOMiPHOCTEH y4acTi cucteMu
KOMILIEMeHTY y (hopMyBaHHi iIMyHHOI BiZiMOBizi y 3/10poBUX 0Ci0
Gy TIPOIEMOHCTPOBAHI O3HAKM aKTHBAIii 000X 3a3HAYEHUX
HIUIAXIB aKTUBAIi KOMILJIEMEHTY Yy Pe3yJbTaTi BIIMBY Pi3HHUX
TpurepHux GhakTopis, a TakoxX IXHiil clinbHUI BHECOK B yTBOPEH-
Hs aHadiTOTOKCUHIB, ONICOHIHIB, XeMOATPAKTAHTIB i KOMILTIEKCY
MeMGpanuoi ataku [2, 35].

Barithicts cama 110 co6i € Tpurepom possutky TMA. Disi-
OJIOTIYHA BaTiTHICTb CYIIPOBOJIKYETHCA ITOMIPHOIO aKTUBALi€IO
CHUCTEMU KOMILIEMEHTY, ajie IIJIalleHTa BOJIOJIi€ JIOKAIbHUMU Me-
XaHi3MaM¥ 3aXUCTY MPOTH ii eeKTiB, NPOBITHUM 3 STKUX € €KC-
npecist Ha moBepxHi Tpoobiacra 6inka DAF (decay accelerating
factor), a Tako;k MCP (membrane cofactor protein) i moJiekyJiu
CD59. YcyHeHHsI MeXaHisMy aHTHKOMIIEMEHTAPHOTO ILJIAlleH-
TAPHOTO 3aXUCTY MICJIs TOJIOTiB, KpOBOTEUa, iH(peKIiiHI ycKIaI-
HEHHs MOXKYTb CTaTU TPULEPOM HEKOHTPOJIbOBAHOI aKTHUBALi
KOMILJIEMEHTY y ’KiHOK 3 MyTalliIMU T€HiB-PETyJIATOPIB KOMILIe-
MeHTy, ToMy MaHidecraris Aal'y C gacTo criocrepiraerbcs came
y nicasanosnorosuii nepiog. Oanak po3sutok Aal'y C moxiusuit
i miz wac BariTHOCTI: y BiTYM3HSHIN i 3apyOiskHill miTeparypi
onucani Bunaaku Manidecrarii nboro 3axsopioBanus y 111, 11 i
HaBiTh y I TpuMectpax [3, 5, 8, 29], Tomy TepmiH BariTHOCTI 260
THCJIATIONIOTOBHI TIepiofl He € BU3HAYalIbHUM (hakTopoM mude-
pentianbhoi giarnoctukn Aal'y C ta inmunx TMA [7].

3B’A30K M cucTeMaMU KOMILIEMEHTY Ta 3ropTaHHsa KPOBi
[0JIATa€ y TOMY, IO aKTUBAIlid CUCTeMU KOMILIEMEHTY IIPU3BO-
UTD 710 ininianii abo nmocumennsa KOoaryJiLii ABoMa OCHOBHUMU
nigxamu. Ilo-nepiie, KOMILZIEMEHT CIPUYUHIOE IIOIIKOKEHHS
TKaHUH 4Yepe3 (HOPMyBaHHsI KOMIJIEKCIB MeMOPAHHNX aTak Ha
enjiorestianbui kuitunu. Ilo-zpyre, axkTuBalig KOMILIEMEHTY
MPU3BOAUTH 10 BUBLIbHEHHs CSa abo yTBOPEHHST PO3YMHHOI
C5b-9, aKi MOKYTb iHAYKYBaTH aKTUBAIIIIO Ta EKCIIPECiio eHpIoTe-
JHiaIbHUMY KJITUHAMY IPOKOATYJITHTHOIO TKAHMHHOTO (hakTopa
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[47]. Kpim Toro, onucaHo YnucjeHHi MOJIeKyJ/IApHi B3aeMoaii Mixx
KOMILTTEMEHTOM i KOATYJIAIIHHIME Gi/IKaMi, a TAKOK 3 aKTHBa-
I[i€10 Ta arperaiielo TpOMOOIUTIB, M0 CYKYITHO MPU3BOAUTH JI0
BUHUKHEHHsI MiKpOTpOoMG603iB [24].

Kninika

Possutky I'YC Moxke mnepepyBatu reMopariynuil IpoHoc,
iH(eKIig ceYOBUBIAHUX MIIAXiB a0 mKipu. Y KaiHivyHiil kapTu-
Hi JIOMiHY€E TEMOJIITHYHA aHEMisi, TPOMOOIIUTOIIEH ST Ta HUPKOBA
HeIOCTaTHICTD, 4acTO 3 apTepiajbHOIO IillepTeH3iclo Ta JIMXOMaH-
koto. HeBpoJioriuni mposiBM BUHUKAIOTH PifKO. Y 25% XBOPHX
PO3BHUBAETLCA CTilKe MOMKOKEHHS HUPOK.

Aal'YC y popocaux Ta fiteit Moke OyTH cimMeiiHOTO Xapak-
Tepy abo Matu criopaanury dhopmy (20% 3axsopioBatb). Aal'yYC
nopiBusino 3 I'YC mae 3Hauno Tskumii nepebir. Peruausu pos-
BUBalOTbcs yacTo. [Iporsirom 3 pokiB Biji oyaTKy 3aXBOPIOBAHHS
y 40—50% XBOpUX PO3BUBAETHCS TSIKKA XPOHIUHA HUPKOBA HEI0-
cratHicTh a60 XBOP0Oa 3aKiHIY€ETHCS CMEPTIO.

Kniniuna kapriuna Aal'YC xapakTepusyeTbesi 3HAUHUM T10-
JgimMopdisMoM cumiToMiB. Y OiblIocTi BUNAAKIB XBopoba Io-
YUHAETHCS PANTOBO. [HO/I cHOCTEPIraeThesl CTEPTUIT MTOYATOK 3
noBiIbHUM TIporpecyBanHsM. Ckapru Hecnienudiyai i MOXYTh
BKJIIOUATH:

— cs1a0KiCTh,

— HIBU/IKY CTOMJIIOBAHICTb,

— TIBUIIIEHHS TeMIlepaTypH Tifa,

— 3MeHIIeHHS KiJIbKOCTi cedi abo BIZCYTHICTD Ii,

— 3MiHy KOJIbOPY ceui,

— 3Q/IUINIKY,

— roJIoBHUI Gifb,

— po3J1ajiv 30py.

MosKyTh CIIOCTEPIraTiCh HAOPSKK @K 10 aHaCapKu, HaOPSIK
TOJIOBHOTO MO3KY 3 BiZITIOBIZIHOIO CUMIITOMATUKOIO, TIPUYMHOIO
AKUX € Pi3KO MiJBAIIEHa CyJUHHA TPOHUKHICTh Yepe3 3BiJIbHEH-
HA BEJIUKOI KIJIBKOCTI ricTaminy.

VpaskeHHs1 HUPOK y OiJbIIOCTi BUNAAKIB MaHiecTye ro-
CTPOIO HUPKOBOIO HEAOCTATHICTIO 3 HAABHICTIO OJIiro-/anypii abo
6e3 mei.

AprepiajibHa rifepTeHsis po3BUBAEThCA Y OLIBIIOCTI MAI[i€H-
TiB He3aJIeKHO Bijl BiKy BHACJIIOK IIepeBaHTaKEHHSA 00’€EMOM 3a
HasIBHOCTI 0J1ir0-/anypii i/abo rineppeninemii BHACTIOK imemii
TKaHUHU HUPOK, 3yMoBJieHol TMA.

l'enepasmizoBanmii xapaktep TMA mpu Aal'VC 3ymosiioe
PO3BUTOK €KCTPapeHANbHUX O3HAK XBOPOOU, TIOB'SI3aHUX 3 ypa-
JKEHHAM MiKPOLMPKYJIATOPHOIO pycJia Pi3HUX OpraHiB i cucrem,
y TOMY YHCJIi TOJIOBHOTO MO3KY, CEPIis, JIereHiB, TPABHOTO TpaK-
Ty. Ilosannpkosi 1posiBu 3aXBopioBaHHs criocrepiraiorses y 20%
MAli€HTIB, 3 AKUX MaiisKe ABi TPETUHHU MAIOTD Oijblle OAHicT eKc-
TpapeHanbHOi o3Haku |1, 14].

YpakeHHst TPABHOTO TPAKTY AiarHOCTYI0Th pubimsHo y 30%
xBopux 3 Aal'YC. HaiiGiblr 4acTo CriocTepira€Thest ypakeHHst
KUIIEYHUKY, 0 TPOSIBJSIETHCS [IaPe€to, HyIOTOO i GIIOBAHHSIM,
X04a MOKJIUBHI PO3BUTOK aOJIOMiHATILHOTO GOILOBOTO CUHIIPOMY.

[pubaaHo y 5% NAIli€HTIB BUSBJISAIOTH MOJTIOPraHHY HEl0-
cratHicTs, nop’sa3any 3 ypakenuam IIHC, imewmiero miokapzaa,
JIETeHEeBOIO KPOBOTeYelo i /IMXaJbHOIO HEAOCTATHICTIO, TTaHKpe-
aTUTOM, MEeYiHKOBUM IIMTOJITUYHUM CHH/IPOMOM, HIJIYHKOBO-
KHUIIKOBOIO KPOBOTEYEIO.

3a manumu 3apyOGiKHOT JliTepaTypu, Ha BiMiHY Big TpOMGO-
TUYHOI TPOMOOIUTOIIEHIYHOT ypITypH (sIKa € iHII0I0 Hebesey-
noio TMA B akymepcersi), Aal'YCy 75% BunajikiB po3BuBaeTbCst
icJIst TOJIOTIB — y TepMiHM Bijl AeKiabKox 1i6 a0 4 mic [10, 33,
45]. Ha migcrasi nnx 1annx came TepMiHM BariTHOCTI HA MOMEHT
po3sutky TMA pexoMeHy€eThCSI BpaxOBYBaTH SIK JrhepeHIiii-
HO-JIiarHOCTHYHY 03HaKy /i71si po3meskyBarus TTII i Aal'yC.

Y BiTumsHAHIN giTepaTypi ommcani KiiHiyHi Bumaakm Aa-
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Ipuxnad 1. Manientka 30 pokis, mic/st TepMiHOBUX OJIOTIB
y Tepmini 38 Tk rectailii yepes3 2 ToJl MOCKAPKUIACh HA TOJIO-
BHUI1 6isib, Gisb y eniractpii, migsumentsa AT go 150/100 MM pr.
cr. [lemo 3ro/ioM BifigHaveHi i MBUKO HAPOCTAIM SKOBTSIHUILS,
3MeHIeHHs aiypesy. Ilicisa novarky JslikyBaHHS 32 JI0IOMOTOIO
indysiit C311, nimasmadepesy, METUTIPELY CTaH €O TOKPAIIIB-
cst. Aute Ha 5-i1 JIeHb criocTepirayuocst piske HOTiPIIEHHS CTAHY: Cy-
JIOMH, aKPOI1iaHO03, 33/IUIITKA, IBOCTOPOHHIH Ti/[pOTOPAKC, ITi/103pa
Ha MTHEBMOHIIO, JiereHeBa Tineprensisg. Kpeatunin cupoBaTku —
10 1000 mxmosb/1. Ha T1i ipoBeieHHst remotiastizy Ta yBe/leHHs
I'YMaHIi30BaHOTO MOHOKJIOHAJILHOTO aHTHUTIIA eKyJIizymMaly craH
Baasiocst cTabinisyBary, Bii3Haya i HOTO MOCTYIIOBE MOKPAIaH-
ng. Yepes 3 ok BUIIMcaHa y 3a0BinbHoMy cTaui [7].

OnHak y JriTepaTypi HaBeIleHO HEOHOPA30Bi BUITAJIKU PO3BU-
Ky Aal'Y C y II TpumecTpi BaritHOCTI.

Ipuxnad 2. Tauientka 38 PokiB, KJIiHIYHA CHMITOMATHKA
TMA posBunyach y Tepmini 24 tiek recrarii. [Ipu oMy Tpom-
GOYTBOPEHHSI Y MiKPOIMPKYJIATOPHOMY PyCJi BiAOyBasioch He
JIdlIe y HUPKax, aje i y 1ediHil, ceuoBoMy MiXypi, TpaBHOMY
TpaKTi, PO 1O CBIAYMAM BiANOBiAHI KaiHiyni Ta sabopaTopHi
MOKAa3HUKH CHPOBATKK KpoBi. OCHOBHOIO 0CcOGUBICTIO TIepebiry
3aXBOPIOBaHHsSI OYB He 30BCIM TUIIOBUiT «HaGip» opraHiB-mimre-
neit TMA npu Aal'YC, 3a HasgBHOCTI SIKOTO MiKPOIIMPKYJISTOP-
He PyCJIO IJIAIEHTH 3aJIUIINIOCh IHTAKTHUM — O3HAK CTPAKAaHb
10712 He GYJI0 BUSIBJICHO MIPOTATOM YChOTO YaCy JIiarHOCTUKHU Ta
JikyBanns [1].

JliarHocTHKa

3aranpaumu Metogamu obcreskenus npu I'YC pexomeno-
BaHi:

1. 3aranpHuii ananiz nepudepiiiHoi KpoBi: HOpMOIMTapHA
aHeMist, epuTpOOIACTH Ta IIM30MUTH NPH MiKPOCKOIIi MasKa
KPOBI, IiiBUIIleHA KIJIBKICTh PETUKYJIOLUTIB, Tp0M6ouMT011eHiﬂ.

2. BioximMiuHuii aHaIi3 KPOBi: [iBHUIECHNI piBeHb BibHOTO Oi-
nipy6iny ta akrusrocti JI/IT, o3Haku opyieHoi hyHKITii HIPOK.

3. Jocaimpkenns cedi: nporeinypis, MikporemMaTypis.

4. JlocmikeHHS clcTeMy 3TOPTaHHS KPOBi: Ti/IBUIIIEHA KOH-
HeHTpallist mpoaykris gerpazaiii Gibpuny (FDP), a B iesikux Bu-
najikax Takoxx D-numepy.

5. CepoJIoTiuHi J0CTiAKEHH: HeraTUBHi MpooH KyM6ca,

6. Mikpo6iosoriuni gocaikennst: ipu I'Y C HasiBHICTD y Kasti
Shigella dysenteriae abo EHEC, 1103UTHBHWII pe3yJIbTaT TECTY HA
HagBHICTD y KaJli TOKCUHIB Shiga, HasiBHICTb y CHPOBATIi KPOBi
anTuTia kiacy 1gM o ninonosnicaxapunis EHEC.

7. Nocnimxenns cuctemu Komiiementy: npu ['YC BusHa-
yenns y cuposariii kposi aktusnocti C3, C4, CFH, CFI i antu-
tist antu-CFH, Buznauenns CD46, ananis myTartii renis.

Miarroctuka Aal'yY C Moske GyTH yTPYAHEHOIO, OCKIIBKIY T1eii
cTaH HaJtexuTh 10 Tpynu TMA i Moske imiTyBaTh KisibKa iHITIX
3aXBOPIOBaHb, SAKi CJIJl BUKJIIOYUTH IIijl Yac BTAHOBJIEHHA Jia-
rao3dy. «Mackamuy 1711 Aal'Y C MoKy Th CITyTyBaTH TSKKa TIpee-
kaamricist, HELLP-cunapom, TpoMG0oTHYHA TPOMOOIIUTOIEHITHA
mypiypa, renaros Baritaux. Hessaxkaiouu Ha 11e, HeoOXi/[HO Buac-
HO BCTAHOBUTH TIPABUJIBHUIT JliarHO3, 106 BYACHO TPU3HAYUTH
aJleKBaTHe JIIKYBaHHs BiZIMOBIZHO 10 KIIHIYHUX pEKOMeHIaIliii 3
niarnocruky ta gikyBanHst Aal'yY C [27, 46]. XapakTepHoto Tpia-
oo g Aal'yY C € nagBHiCTD:

1) mikpoanrionmatnuHoi reMoTiTHYHOI aHeMil 3 piBHEM TeMo-
rio6iny nuskae 100 1/

2) TtpombGouuToneHii 3 KiJbKICTIO TPOMOOLUTIB MeHIIe
150 000 /u1;

3) PO3BUTKY TOCTPOro ypaJIsKeHHsI HUPOK 3 PiBHEM KpeaTHHi-
HY Y CUPOBATIli KPOBI, 1110 TIePEBUIILYE BEPXHIO MEKY KOHTPOJIb-
HUX Jiama3oHiB monaiimente B 1,5 pasy.

Jl71s1 BUBHAUEHHS MiKPOaHTIOMaTHYHOI TPUPOIK aHeMii HeoO-
XiIHO BUSBJIEHHS Y MAIli€HTIB 3 aHEMI€I0 MIM30IMUTO3Y (YMCIIO
MU30IUTIB Y Ma3Ky nepudepiiinoi kposi sutie 0,1%), i/abo miz-
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sutenoro pisust JIAT, i/a6o 3uwskens piBust ranroriobiny. He-
00OXiIHO TaKOXK BUKOHYBaTH peakilito KymOca [t BUKITIOUEHHST
iMyHHOI Tprpozan TeMouisy |8, 34].

HaiiBasxue Bigpisnutun Aal'YC Big TTIL [las nposenenus
nudepentianbaoi giarnoctuku manientu 3 I'YC mig yac rocrri-
Tasizanii 0 JKyBaJbHOIO 3aKjasy HOTPeOyIOTh BU3HAYCHHS
xonuentpauii C3 i gaxropa ADAMTS-13. ¥V pasi Busasnenus
nedinury dakropa ADAMTS-13 y nepury yepry norpi6Ho xy-
Mmatu nipo TTIL Axrusnicte ADAMTS-13 y HOpMI cTanoBUTDH
80-110%. 3umxkenusa aktusuocti ADAMTS-13 1o 5% i memie
cBimunTh Ha KopucTh AiarHody TTIL. ¥ namientiB 3 Aal'YC ak-
tuBHicTh ADAMTS-13 3aBxau nepesuriye 5%. Coin migkpec-
s, 1o Bustadenus aktuBuocti ADAMTS-13 neobxinHo mpo-
BO/JIMTH 10 MPU3HAYEHHS MJIa3MoTepanii, mpu SIKill MOKa3HUKN
akruBHocTi ADAMTS-13 6yayTh HepocToBipaumu [16,19].

Hopmasbuuii pisenb C3 He BUKIIOYA€E AUCHYHKIHT KOMII-
JIeMeHTy. BimbIr 4yTmmBUM TecToM € BU3HAYEHHS ITi[BUIEHOTO
nokasunka Bizuomennss C3d / C3 y mrasmi Kposi i HasiBHICTD
Bigknazenns C3 y Giorrari Hupok [9, 26]. s 10cTOBIpHOT /ia-
raoctuku Aal'Y C HeoOXiano BusHauenns piBHiB axropis H, I,
B, D. Bumipiosanns pisusa HFI y cupoBatui kpoBi 03BoJis1€ Bu-
SIBUTH TUX HEYHMCJIeHHUX namieHTis 3 myrtarissmu HFIL, 1o cripu-
quHIo0Th 3HMKen s pisist HFI. 3umkennst mokaznnka CH50 i
KoHIleHTpalii hakTopa B MoKHA 3HATTH Y JIeIKKUX, ajie He Y BCiX
naiientis 3 myrauissmu HFT a6o MCP. [Ipyruii etan noJsirae y
nomryky myTariit 3a renamu HFI i MCP. [Tomyk myrariii dak-
topa | ciin npoBoanTH y 1aIli€HTIB 31 3HUIKEHUM PiBHEM HOTO Y
cuposartiii kposi [15, 41, 39, 49].

JlikyBanHsa

Ilix vac nikyBanns ['YC HeoOXiHa CMMITOMaTHYHA Teparlis,
Ha PaHHbOMY €Tali — 3aCTOCYBAHHA TeMOjiamni3y i MpoBeAeHHA
Tpancdysii epuTponrTapHOi Macu.

Bucoxka 3axBopioBanicts Ta cMeptHicTb Big Aal'Y C cBimuarnb
PO HEOOXI/IHICTh AKTHBHOT MEAMYHOT T ITPUMKH IIHX TTAIIEHTOK.
Tpanuuiiino pust 3menienns nposisiB Aal'y C BUKOpUCTOBYIOTH
AQHTUKOATYJISTHTH, iIMyHOCYTIDECUBHY Teparifo Ta mia3madepes/
m1a3MoBy iHdysiio [28, 32].

JlikyBanust Aal'YC B ocHOBHOMY BKJIIOYa€ iHQy3il 11asmu
KpOBi Ta Tasmacdepes.

OckisibKu peryJiiTopHi 6iJIKM KOMILIEMEHTY € GiJIkaMu 1171a3-
Mu, indy3is mrasmu yn mrasmadepes 3abesnedye HopMaTbHII
iXHill piBeHb y Malli€eHTiB 3 TOMO3UTOTHUMU MYTallisIMU Ta I0-
BHUM Jiehil[iTOM BiANOBiAHUX GiIKiB, IHAYKYIOYM PEMICIIO XBO-
pobu [15, 31]. OnHaK OCKiIIBKK Taki MAIi€HTH € TIa3MO3aJIesK-
HUMM, TiCJIA TPUBAJIOI Tepanii MOKINBE BUHNKHEHHA PE3UCTEHT-
HOCTI /10 BBeZleHH 11asmu [31].

Ilnasmacdepes 3apexoMenyBas cebe sik HAOIbIT eheKTHB-
Huii Meto. Yepes mIBUIKE MTPOrpecyBaHHsI HUPKOBOI HEJOCTAT-
HOCT] JIKyBaHHS Ma€ [I0YaTUCh SIKHANIIBUALIE 3 MOMEHTY BCTa-
HoBJIeHHS miarao3y |38, 43]. Ockinbku MeToaMKa nurazmadepesy
JIOCTYITHA He Yy KOXKHIl JikapHi, MOKJINBUIT TOYAaTOK iH(DY3iil BU-
COKMX /103 maszmMu (25—30 Mi1/Kr Ha 100y) SIK eKCTPEHOTO Tiep-
BHUHHOTO JiKyBaHH: [ 19, 28, 42]. IIpoTe y fesKNX BUTIAIKAX TIPO-
THO3 /IS TTAl[i€EHTOK IIiCJI 3aCTOCYBaHH 3a3HAYCHUX METO/IiB He
rnoxpaiiryBasncs [ 14].

[Tarorenermyanm Mertozom mikyBauus Aal'YC e mpemapat
exyJizymMad — IUIKO3UIbOBAaHE TyMaHi30BaHE MOHOKJIOHAJD-
He aHTUTINO (Kalma-iMyHOrs00yJIiH) 3 BHCOKOIO 3IaTHICTIO
3B’a3yBarucs i3 komnonentoMm C5 komruiementy. ITicia yBesen-
Hs1 exyJizymab 3B’sa3yerbest 3 C5 1 3anobirae nopasibiiil akTu-
Balii kackaJy, yTBOPEHHIO TePMiHaJIbHOIO KOMILIEKCY KOMILIE-
MeHTY, 3anobiratoun fforo pyiiniBHiil Aii. ChoroHi y sriteparypi
€ JIHIIe TOOMHOKI CIIOCTEPEKEHHST 3aCTOCYBAHHSI eKy1izymMaly
npu AaTYC [4, 13, 17, 28]. ¥V nopoisib, JiKyBaHHs SIKUX 0YJI0
PO3IIOYATO MPOTIITOM TH3KHS Bizt iebroTy Aal'y C, 10 MOMeHTY 3a-
KiHueHHs Kypcy iHayKuiitnoi Tepamii (depes 1 mic Bij moyarky)
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B/IAJIOCSI He TiJIbKM KymipyBatu remarosioriuni oznaku TMA, a
i1 TIOBHICTIO BiZIHOBUTH (DYHKILiO MTOIIKO/MKEHUX OPraHiB, BKJIIO-
Yyalouu HUPKH, TOJIOBHUN MO30K, JIereHi. Y THX e BHIIQJKax,
KOJIM Tepaltist eKyJ/1i3yMaboM MoYnHaIACs 31 3HAUHUM 3alli3HeH-
HSIM, Pe3yJIbTaT BUABUBCS HECIIPUATIMBUAM, HaBiTh He3Ba)Karoun
Ha TOJIIMIIeHHs TeMAaTOJOTIYHUX MOKA3HUKIB i (DYHKITT HUPOK.
Orike, pe3yJIbTaTy MIEPEKOHJINBO CBi/4aTh HA KOPUCTb PAHHBOTO
[oyaTKy Teparii ekyrizyMaboM, a caM Ipernapar cJiijl BBaKaTH 3a-
co6oM «11epuIoi JiHii» y maiienTok (y mepury 4epry Iopoiiib) 3
M giarnoszom. [pusnauents exyJrizymaly yepes KijibKa THKHIB
abo wmicsis Bin ge6ory rocrpoi TMA B akyiiepebKiil mpakTuit
HaBPS/] 9M JOIIJIBHO, OTHAK /IS OCTATOYHOTO BUPIMIEHHS ITHOTO
MUTaHHsI TOTPIOHI MOAAbII JOCTIKeHH ST [4].

OcHoBHa TpobsieMa, TOB'sI3aHa 3 JIKYBaHHAM eKyJisyma-
6oM, — 11e pusuK iH(iKyBaHHS GaKTepiaJbHUMKU OpraHi3MaMi,
ocobmBo Neisseria meningitis, BHACTIIOK GJIOKaan TepMiHab-
HOI JIaHKW KoMILIeMeHTy. ToMmy narieHT oBUHHI OTPUMYBaTH
MEHIHTOKOKOBY BAaKI[MHY TIepe/l yBeJleHHIM npernapary (11 npu-
KPUTTSAM BiIOBiHUX aHTUGIOTUKIB 1IpoTsiroM 14 jHiB, K0 He-
Mag yacy /Uit o4ikyBaHHs iMyHHOT Binosizi). B izeasni manientu
TaKO’K MIOBUHHI OTPUMYBATU BaKIIMHAIIIO TPOTH ITHEBMOKOKA Ta
Haemophilus influenza [ 37].

ATUNNYHDBIA FrEeMOJIUTUKO-YPEMUUYECKUI CUHAPOM
rmasamu akywepa (0630p nutepaTypbl)

B.I1. JlakaTow, B.U. Kynuuk, U.B. lNy>xeBckasi,
0.10. KocTteHko, I1.B. JlakaTtoLwu

B crarbe npescTaBien 0630p 0TEYECTBEHHOI 1 3apyGesKHOIT iuTepary-
PBI 110 OIMCAHUIO ATHIINYHOTO TEeMOJINTHKO-YPEMUYECKOTO CHH/POMA.
IIpencrasiena Takyke cOBpeMeHHAsi TEPMUHOJIOTHS, KIACCH(PUKAILIS,
PaccMOTPEHBI BOIPOCHI O MPUYMHAX U TIATOr€HE3e 3TON MaTOJOTHH.
IIpuBesieHO MHEHTIE CIEIHAINCTOB aKyIIEPCKO-THHEKOJIOTMUECKIX CO-
00111eCTB MUPA T10 €r0 KINHUKE, IUArHOCTHKE 1 JICYEHHIO.

Kmouegote cnoga: Gepemennocmy, aKyuwepckus amunuiHvlii 2eMoau-
MUKO-YPEMUUECKUL CUHOPOM, SKYAUIYMAD.

Y nedxux maiieHTOK MOXKe PO3BMHYTHUCH KiHIlEBA CTa/list
HUPKOBOI HEJOCTATHOCTi, 10 He MiamaeTncs JikyBaHHIO. [le
MOJKe BiftlyTHCh BHACI/IOK HeaJleKBaTHOI Bi/IIIOBIi/I Ha Tepariiio,
3aTPUMKY BCTAHOBJIEHHS JliarHO3y abo K Ha OGJIMCKABUYHUI TTe-
pebir xBopobu. TakuM marieHTam MosKe 3HA[OOUTHCH MepecaKa
HUPOK, IPUIOMY BOHU TOTPEOYIOTh 0COOINBOT yBarh Yepes BUCO-
Ky yacrory peranBy Aal'YC 6e3 3acTocyBaHHST T ITPUMYBAJIb-
Hoi Teparii. He icaye mocuipkens 11010 BUSHAYEHHS 1TOKAa3aHb
J10 TpaHCILIaHTallil HUPOK, OAHAK, K MiHIMYyM, PEKOMEHAYETbCS
TIPOBOJIUTH TIOBHE TEHETUYHE JTOCJI/KEHHA TIepe/] TPAHCILIaHTa-
II€I0, a TAKOK CEPOJIOTiuHe OI[IHIOBAHHS BiJIIIOBIIHUX ayTOAHTH-
tin [41]. Tpanciianranis HUPOK Ma€ IIPOXOAUTH IIijl IIPUKPUT-
TAM eKyJIi3ymMaly (3 mornepeHbor0 BaKIMHaIli€) ta 1-2 ceancis
nepezionepariiinoro miasmadepesy ta BakiuHarii 38, 39].

BUCHOBKU
Otke, Gisibin nOTIMGIEHE PO3YMIHHS [TATOTEHe3Y, KIiHIKHU,
JIIaTHOCTUKY Ta JIIKYBaHHS aKyIIePChbKOTO aTUIIOBOTO TeMOJIiTH-
KO-yPEeMiuyHOTO CUHJIPOMY MO3KE€ CIIPUSATH MOXKJIUBOCTI paHHBOTO
OIIHIOBAHHST PUBUKY HOTO PO3BUTKY, 10 O3BOJHUTH PO3POOUTH
aJleKBaTHUIT aJrOpuT™ Tepariii s 36epeskeHHs KUTTS MaTepi i
JUTUHU.

Atypical hemolytic uremic syndrome

in the eyes of the obstetrician (Literature review)
V.P. Lakatosh, V.Il. Kupchik, 1.V. Guzhevskaya,
O.Yu. Kostenko, P.V. Lakatosh

The article presents an overview of native and foreign publications
on atypical hemolytic-uremic syndrome. Modern terminology,
classification is presented, questions about the causes and pathogenesis
of this pathology are considered. The opinions of experts of obstetric
and gynecological communities of the world on questions of clinics,
diagnostics and treatment are given.

Key words: pregnancy, obstetric atypical hemolytic-uremic syndrome,
eculizumab.
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