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TpoméoTHYHAa MIKpoaHrionaTis y micJsiNoJIOr0BOMY Iepioi (orJisia JitepaTypu, onmuc
KJIIHIYHOr0 BUNIA/IKY)

Beryn. Tpombotuuna mikpoanrionatis (TMA) - e rereporeHHa rpymna 3aXxBOPIOBaHb,
SKI 32 HAasBHOCTI IOIIKO/KEHHS EHJIOTEIII0 MOXYTh IMPHU3BOIUTH A0 TPoMOO3y Malux Ta
MIKPOCY/IMH, BTOPUHHOTO CIIOKMBAaHHS TPOMOOIIUTIB, MEXaHIYHOTO TEeMOJII3y Ta IMIEMIYHOTO
ypaXeHHs KIHIEBUX opraHiB [3]. 3aieXHO BiJ 3aTy4eHUX OpraHiB MOXXYThb BUHHUKATH HHUPKOBA
HEJOCTaTHICTb, HEBPOJIOTIYHI CHMIITOMH, KapjiajbHa NaTOJOris, JUXajibHa HEIOCTAaTHICTb,
HOPYILCHHS 30pY, MAaHKPEATUT, ilIeMisi KUIIKIBHUKA 1 (piamie) 3minu mkipu [16,23,33].

Taka xapakTepHa Tpiaga CHMIITOMIB, SK TrocTpa HHpKoBa HemoctaTHicTh (I'HH),
MIKpPOAHTIONATUYHUNA TeMONi3 1 TPOMOOIMTONEHIA, MOXKE TaKOX CYIPOBODKYBAaTH JEsKi
cnenudivyHi A7 BariTHOCTI cTaHu (30Kpema, TsKKy npeeknamicito/HELLP-cunapom (remomis,
Hi/IBUIICHHS PIBHS IMEYiHKOBUX (EPMEHTIB Ta HHU3bKa KUIbKICTh TpomOouuTiB) [21], rocTpy
xupoBy auctpodiro neuinku BaritHux (I2KID) [24], a Takox 3aXBOprOBaHHS, HE IMOB'S3aHI 3
BariTHICTIO, ajie CIPOBOKOBaHI Hew (karactpodiunuii antudochomimaauii cuaapom (kKADC)
[9], 3arocTpenns cucteMHoro yeponoro Bopuaky (CUB)).

[loctae muTaHHSA paHHBOI MIarHOCTUKHM pi3HMX TuniB TMA mim wac BaritHoOCTi, iX
muepeHiiifHol 1IarHOCTUKY 3 IHIIMMHU YCKJIQJHEHHAMHU Mepediry recrauiifHoOro mpoiecy Ta
IPOBEICHHS UJIECTIPSIMOBAaHOI ATOr€HETHYHOT Teparii.

Mera pociigskeHHsl. 3AIMCHUTH OIJISIT CY4YacHOI JIiTepaTypu, MPUCBAYEHOI Mpoliemi
TMA, npoJaeMOHCTPYBaTH Ha KIIIHIYHOMY BHITQJKy HMOETamHUU IuepeHIiiioBaHuil miaxia A0
niarHoctuku tuy TMA, mo cnpuunnse 'HH y nmicasmonoroBomy nepiofi, Ta onucaTtu cy4yacHi
METO/IM JTIKyBaHHS IaHUX 3aXBOPIOBAHb.

Marepisiaim i Meronm JocaigkeHHsi. IIpoaHanmizoBaHO JiTepaTypHi JKepena,
omy6JikoBaHi 10 15 uepBHs 2024 poky, siki Oyau 3HaleH] MIITXOM BUOIPKOBOIO MOIIYKY B 0a3l
nanux PubMed, UptoDate, KokpaniBcbkoi 0i0mioTeKH 3 BHKOPHCTaHHSIM TEPMiHiB
"TpoMOOTHYHA MiKpoaHrionaris', "TpoMOOTHYHA  TPOMOOLMTONEHIYHA nypoypa',
"TUMIOBUI/aTUMOBUN  TEeMOJITUKO-ypeMiuHuii cuHApoM". OnucaHo KITIHIYHUNA  BHIAJ0K
nanieHTku 3 'HH, sika po3BuHynach micis yckjiaJHEHUX MOJIOT1B.

Oruasip aiteparypu. Knacnyaumu tunamu TMA € TpoMOGoTHYHAa TpOMOOLMTONEHIYHA
nypnypa (TTII) 1 tunoBuit remomituko-ypemiunuil cunapom (I'YC), Takox BigoMuil sk
enreporemopariunuit ['YC, acounifioBanuit 3 Illura TOKCHMH NpPOAYKYIOUOIO KHIIKOBOIO
nanmnukoto (STEC) (STEC-I'VC). Ilarodiziomoriuno Bci ¢popmu TMA MaroTh KOMIUIEMEHT-
OTIOCEepEIKOBaHEe TMOIIKOIKEHHS €H0TeNialbHUX KIIITHH, K€ B OCHOBHOMY Ypaxye KamiIapHY
30Hy HUpKH [4,5,34].

Mopdonoriuno TMA BHU3HAYa€THCS HACTYMHOIO MATOJOTIYHOI KApTHUHOIO: HAOpsK 1
BIJIIIApYBaHHS KJITHH €HJOTENI0 BiAg 0Oa3anbHOI MeMOpaHM, HasBHICTH TpoMmOiB B
Mikporupkymsinii [41], a B HUpKkax - "mojBiiHMIT KOHTYp" 0Ga3aqbHOI MEMOpaHU KIyOOUKiB, i
po34rHEeHHs a00 0CIa0JICHHS ME3aHT1aJIbHOTO MaTpUKCy (Me3aHrionizuc) [44].

TpomOoTnuHa TpomoounToneniuna nypuypa (TTII)

TTII nos's3ana 3 TsoKKUM nedinutom Mmeranonpoteinazu ADAMTS13 (A Disintegrin
And Metalloproteinase with ThromboSpondin-1 motifs (13" member of the family)), mo
BUPOOJIAETECS TEYIHKOIO 1 CHenudiuHo pPO3MICIUIIOE HAABENHKI MYJIbTUMEpPH (DaKTOpy
Binne6panna. [edpinur ADAMTSI3 moxe Oyt HaOytuM (iHTIOITOpHI ayTOaHTHTINA,
cupsimoBani mpotd ADAMTSI13 npu imynniii TTII) abo cmagkoBum (curapom Upshaw-



Shulman (periecuBHO ycmagkoBani OianenbHi MyTamii Kogyrouoro cuate3 ADAMTS13 rena))
[38,40]. Omxe, naedinutr ADAMTSI3 npu3BOAUTH O HAKONMUYEHHS B  LUPKYISIIT
TPOMOOIIUTAPHO-TINIEPAATe3UBHUX  MYJIbTHMEPIB  ¢dakTopa BimneOpanma 3  mojaiabIIuMm
CIIOHTAHHUM YTBOPEHHSIM TPOMOIB Yy MIKpPOCyaUHaX, (parMeHTAIi€l0 EpPUTPOLUTIB Ta
ImeMiyHUM ypakeHHsAM opraniB. KinpkicHe BusHaueHHs ADAMTS13, akrunocti ADAMTS13
ta iHrioiropa ADAMTSI13 BukopucroByerscst st mudepenmiamii TTII Big iHmUX THIMIB
TpoMOOTHYHUX MikpoaHrionarii. Jliarno3 TTII miarBepmkyerbes, skmo piBenb ADAMTS13
cranoButh <10% [36].

Aymoimynna, nadbyma mpomoomuuna mpomooyumoneniuna nypnypa (aTTII)

Kniniuno nmamientn 3 aTTII wacto maroTh HecienuiyHi MPOSIBH, Taki SK TPUIIONOIIOHI
cuMmritomMu abo nmiapes. KiniHiuHI 03HaKW nyke BapiaOenbHI 1 BapilOIOTh Bij] 3arajbHOI CIA0KOCTI
710 1HCYNIBTY a00 panToBoOi ceprieBoi cMepti. E.Amarosi ta iH. [1] omucanu neHTay CUMIITOMIB
aTTII:

— HUPKOBA HEJOCTATHICTH - cTafdis 3 (9%);

— nuxomanka (10%);

— HEBPOJIOTIYHI PO3JIaJAX - TOJOBHUH Oillb, CIUTYTAHICTh CBIIOMOCTI, HEBPOJIOTIYHUN Oe(IIHT i
cynomu (mo 80%);

— remonituyHa anemis (100%);

— TpombonuToneHis (100%).

Tsokkuid TeMOJTi3 1 BUpaKeHa TPOMOOIMTOICHIS 3 KIIHIYHUMH CHMIITOMaMHU 3a3BHYai
3'SIBIISIFOTBCSL JIMILIE 4epe3 MNEeBHUM wvac micis mnoyartky 3axBoproBaHHs. llpu aTTII pusuk
penuauBy noB's3anuii 3 HU3bKUM piBHEM ADAMTS13, onnak HeoOxiaHi A0JaTKOBI (pakTopH,
00 cupoBOKyBaTH KiiHIYHY MaHi¢ectamnito aTTIL.

Bpooscena mpomoomuuna mpomooyumoneniuna nypnypa (¢ TTIT)

Cunapom Upshaw-Shulman - reHernyHo jgeTrepMiHOBaHE ayTOCOMHO-PEIICCHBHE
3aXBOPIOBaHHS, BUKIMKAHE MYyTalliiMU TeHa, skui konye cuHTe3 ADAMTSI3, mpu uvomy
nopymryetbess  (pyHkiiss  abo cekpemis gaHoi  MeTanonporeiHazu. Yepe3  piAKICHICTB
3aXBOPIOBAHHS HE ICHY€ YITKOi KOPEJSALii Mi’K TeHOTUIIOM 1 (PEHOTUIIOM a0 CTYIEHEM TSKKOCTI
3aXBOPIOBAaHHS. 3alie’KHO BiJ OCHOBHOI MyTalii, MaHidecTamis KIIHIYHUX CHMIITOMIB
BiI0OYBA€THCS 1€ B PAHHBOMY JIUTHUHCTBI Y BUTJISAI HEOHATAIbHOI KOBTAHUII (Om3pK0 50-60%
BUIAJKIB) a0o0 BHepuie B JOPOCIOMY Billl, Ha TPETbOMY-UYE€TBEPTOMY MAECSATUIITTI KUTTH.
Jlopocii  mamieHTH MOXyTb OyTH O€3CMMITOMHMMH, HE3BaXKaloud HA HU3BKUH pIBEHb
aktuBHocTi ADAMTSI3, 3axBoproBaHHS MaHipecTye TiCis NEBHUX TPUTEPHUX MOJIH,
BKIJIIOUAIOYM TapsiuKOBI CTaHW, 1HQEKIi, BakKIMHAIlll, BXUBAHHS aJKOTOJIO Ta BariTHICTb
[3,29,40].

Jlikysanna TTII. CyqacHi HACTAaHOBH PEKOMEHAYIOTh MPOBOJAUTH IJIA3MOOOMIH MPOTITOM
nepuux 4-8 rogud npu nigo3pi Ha TTII (piBeHs pekomenpaaniit 1 B). Ilnasmadepes minBuirye
akTuBHICTH ADAMTSI13 B KpoBi 1 OBUHEH YCYHYTH iHTiOyroui aHTuTina 10 ADAMTS13. [Ins
KOHTpoo B-kiitTuH, mo npoaykyioTs aHtutiina, npu aTTIl pekomeHayeTbcss komOiHalisg 31
CTepoizamu, oJJHaK €EKTHBHICTB, SIK MIPABUIIO, HE € CTiHKOI (piBeHb Joka3oBocTi [ B) [3,4].

KpiM mna3mMooOMiHy Ta KOpPTHUKOCTEpOIAiB, ICHYe KiIbKa JI0JaTKOBUX BaplaHTIB
JiKyBaHHS. Pumykcimad, MOHOKJIOHanbHe aHTUTUIO A0 CD20-nmo3utuBHMX B-KmiTuH,
MIPOJIEMOHCTPYBAaB CBOIO €(EKTUBHICTb Yy KUIBKOX CEpisiXx IOCHIIKEHb, 1 PEKOMEHIYEThCS
OaraTbMa JOCHITHUKAMH SK TIOYaTKOBa Tepamiss BuOOpy Tmipu pedpakTepHoMy abo
peuuauByodoMy rnepediry imynoonocepenkoBanoi aTTII (piBens pexomenmamiii 1 B) [23,33].
YacTo IpU3HAYAECTLCS B 1031 375 Mr/mM% O[MH pa3 Ha THXAEHb HPOTATOM 4 THKHIB.

Sk 1 npu aTTIl, namientn 3 BTTII (cumapomom Upshaw-Shulman) motpedyrots y
roctpoMy mnepioni iH}y3iit mnazmu (10-15 ma/kr) abo konuentpary ¢akropa VIII, mo MicTuth
ADAMTS13, MOXIHMBO, 3 TOJAIBIIAM JOBTOTPHBAIUM JIIKYBaHHSM IOBTOPHUMH iHQY31SIMH
[LUIa3MHU UL JOCSATHEHHS CTIMKOI IeMaToJIOriYHol BiamoBigl. be3cuMOTOMHI marieHTH 0e3 03HaK
reMoJi3y 1 3 HOpMaJIbHUM PIBHEM TPOMOOIIMTIB MOXYTh MepeOyBaTH IiJl CIIOCTEPEKEHHIM 0e3
1H}Yy3ii ma3mu. ImyHocynpecusHa Tepamis npu BTTII He 3acTocoByeThest [3,23,33].



TunoBuii remosiTuko-ypemiunnii cuaapom (I'YC)

VY 1955 poui Konpan I"accep BBiB Tepmin "remodituko-ypemiuauii cuaapom” (I'VC) mist
NAIi€HTIB 3 HUPKOBOIO HEIOCTATHICTIO Micis KpuBaBoi miapei. Y 1970-x pokax OyB omucaHHii
3B's130k MK ['YC Ta iH}ekuisiMu, CipuyuHEHUMH IureaamMu. HalnommupeHimuMm 30y THUKOM,
mo npoaykye tokcuH Ilura, e E.coli ceporunis O157:H7 i O104:H4 [8,31]. IIpu kumkoBii
iH¢exuii TokcuH llura npoxoanTs yepes CTIHKY KUIIEYHHKA 1 TOTpaIuise y KpoBOIUIMH. TOKCHH
[Mura 3B'I3yeTbcss 3  EHAOTENIANIBHUMHU KIiTHHaMH HUpok dYepe3 CD77  (kmactep
nudepenmiroanasg, CD, Takox BigoMuii sk riao0otrpiaosmmepamin, Gb3), Bukiukawuu
3aru0enp KIITUH 1 BUBUIbHEHHS (akropy BimneOpannma. Ilpm 1poMy akTHBYEThCA CHUCTEMa
KOMILIEMEHTY, 110 IPU3BOAMUTH 10 MOJAIBLIOrO PYHHYBAaHHS €HIOTENIaNbHUX KIITHH. TpoM003
HUPKOBUX CYIWH (@ TaKOX IHIIUX CYAWH y JEAKHUX NAIi€HTIB) MPU3BOAUTH A0 IMIEMIYHOTO,
XapakTepHOTO I TPOMOOTHYHOI MIKPOAHTIONAaTii, IMOMIKO)KEHHS KIHIIEBOTO OpraHy.
Ocrarounum pesynbraroMm € po3BuTok I'HH, wacrora sikoro csrae 50% 3 nepexogoM Mmaiixe y
20% marnieHTiB B XpOHIUHY, a y 3% mMalli€eHTiB HaBiTh y TEpPMiHAJIbHY HUPKOBY HEJOCTaTHICTh
[16,23].

Jlikysanna. Ilepearn  11a3MooOMiHY Ta  JIIKYBaHHS  aHTUKOAryJIsiHTaMH €
HEOJHO3HAYHUMHU TmpH kKiacuyaomy ['VYC, 1 mepBUHHE IIKyBaHHS 3aJHMINAETHCS Ha pIiBHI
niaTpuMyroudoi tepamii. [Tnasmadepes moxe posrisgaTucs y BaXXKUX BUIaAKax ado y BUIAJKax
3 BHP@OKEHHUMH IIO3aHUPKOBUMH TIpOSBaMHU. Tepartis OOMEXYEThCS JIKYBaHHAM HHPKOBOL
HEJOCTAaTHOCTI Ta MmiATpuUMaHHSIM OanaHcy pinuuu. [lamientam 3 'HH wmoxe 3namoOutucs
remojiaini3. AHTHOIOTHKOTEpartis € cynepewinBoto [16,20].

Amunosuii cemonimuko-ypemiunuii cunopom (al'yC)

Tepwmin, mo orpumas HasBy atunoBoro I'YC (al'VC), 3a3Buyaii 3acrocoByeThes 10 ['YC
0e3 miapeiinoi iH(ekuii. EkcTpapeHanbHi MposBH 3ycTpidaoThes npubnusno y 20% Bunajakis.
[Tporuo3 € ripmum, Hix mpu TuoBoMy ['YC, cmepTHICTh gocsirae 25% [4,16].

3axBOpIOBAaHHs € BTOPUHHUM Yy BIJHOUIEHHI [0 TIE€HETUYHOro abo ayTOIMYyHHOIO
MOPYILIEHHS PeryJisuii albTepHATUBHOIO NUIAXY KOMILJIEMEHTY. AnbTepHaTuBHA C3-KOHBEpTa3a,
KJIIOYOBUH (DepMEHT aJlbTepHATUBHOTO HIISAXY KOMIUIEMEHTY, L0 CKJIQJAA€ThCSI B OCHOBHOMY 3
C3b 1 Bb, nepedyBae B ctaHi NOCTIHHOT HU3bKOT aKTUBHOCTI. Tpu OCHOBHI 1HT10ITOPU KOPCTKO
KOHTPOJIOKTh 11l ¢epmeHt: daktop H (umpkymrorouwii OiNOK, SKUH NPUETHYETHCS 0
HOPMAaJIbHUX €HIOTENNIaTbHUX KIITHH), MEMOpaHO3B'I3yl0unii 0110k (MeMOpaHHUH KO(hakTop),
sKi 3B'13y10Th C3b, a Takox Qaxtop I, sskuit pozmemnnoe C3b. HekontponboBana aktupanis C3-
KOHBEPTa3u MPU3BOAUTH /10 yTBOopeHHS CS5-koHBepTasu 1 posuierieHHs C5 Ha CSa 1 C5b. Le
1HiIII0€ (OPMYBaHHS Ha MOBEPXHI €HJOTENIAIbHOT KJIITHHH MEMOPaHOAaTaKyl04oro KOMILIEKCY -
IUTOTOKCUYHOI MYJIBTHIIPOTETHOBOI CTPYKTYpH. [HAYKOBaHI KOMIUIEMEHTOM MOIIKOJKCHHS Ta
aKTHUBAIlisl €HA0TeNIaNbHUX KIITUH CIPUSAIOTh BUHUKHEHHIO TPOMOIB 1 mpoliecy po3BUTky TMA
[5,13,37].

HiarHo3 al'VC Bumarae BukitoueHHs sk TunoBoro I'YC (BusBneHHsa TokcuHy Illura B
kaji abo kposi), Tak 1 ADAMTS13-onocepenkoanoi TMA (TTII 3 pisnem ADAMTS13 <10%).
JliarHOCTUYHO TTOKa30BUM € BHsiBJIcHHs 03Hak TMA B GionTarax Hupok [6,22]. He3Bakarouu Ha
Hecnenu(piyHICTb, OCHOBHI KpuTepii Aiarno3y al'yC BKIIOYaIOTh:

— piBeHb KpeaTHHIHY B CHPOBATIIl KPOB1 Ha BEPXHii MeXi HOpMH 200 BUILIE;

— MIKpPOaHTi0MaTHYHy T€MOJIITUYHY aHEMIIO;

— TPOMOOLUTONEHIIO;

— aktuBHICTE ADAMTS13 >10%;

— HEraTHBHUH aHaIi3 KaJly Ha MIKpOOpTaHi3MH, 1110 MPOAYKYIOTh TokcuH Lllura [3,4].

Jlikysanna. IlodyaTkoBowo Tepamiero € mia3marpancdysii mporsarom 24 roaun 3 1-2
00'emamu 11a3Mu Ha 100y abo iHdy3iero Bix 20 1o 30 mu/kr macu Tina. [lamieHTiB 3 MyTamisiMu
¢axTopa H, mo npu3BoauTh 10 noBHOro aediuuty dakropa H, MoxHa JiKyBaTH 3a J0IOMOTOI0
mwiasmo3amimenns  [23,33].  Ilaumientw 3  anTuTulaMu g0 (Qaxtopa H morpelyroTh
IMYHOCYNPECHBHOI Teparlii 101aTKoBO 10 miazmadepesy. [Ipemaparom BuOOpy [is JiKyBaHHS
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al'YC € 1iuribitop komriemeHnty Ekynizymaé - MOHOKIOHaNbHE aHTUTIIO mpotu CS.
3p's3yBanns ExynizymaOy 3 C5 mopyllye KiHIEBHH HUIAX aKTHBAIlii KOMIUIEMEHTY 1, TaKUM
YMHOM, 3MEHINYy€e IOIIKO/DKEHHS eHporenito. Ilepen mouarkom Tepamii Exymizymabom
00O0B'SI3KOBOIO € BaKI[MHALISl IPOTH MEHIHTOKOKOBOI iH(ekii [45].

Cuekrp acouniiioBanux 3 Baritaictio TMA

Haiinmommpenimmmu npudMHaMy MEXaHIYHOI TeMOJIITHYHOI aHeMil Ta TpPOMOOLUTOIIEH]T 3
YpaXEeHHsIM opraHiB mija 4ac BaritHocTi € npeekiamcis (I1E)/exnammcis Ta HELLP cunnpowm,
AKI € YaCTMHAMH OJHOTO CHHJIPOMY 3 Di3HHM ImepeOiroM Ta CTymeHeM TsikkocTi [26,27,39].
I'octpa sxuposa auctpodis meuinku (IKJII) BariTHUX TakoX MOXE MaTH jAeski o3Haku TMA
[42]. Pimme TMA, acomuiiioBana 3 BariTHicTio, noB's3ana 3 al YC (3 nepeBaXHUM ypaKCHHIM
Hupok) a6o TTII (3 mepeBaXHUM TeMaTOJIOTIYHUM Ta HEBPOJOTIYHUM YpaKeHHSIM). XapakTepHa
Tpiajga TaKOXX CIIOCTEPIraeTbCs MPHU TKKUX ayTOIMyHHUX 3aXBOPIOBaHHAX, Takux sk CUB Ta
katactpodiunuii antudochominiaauii cuaapom (kADPC) [7] (tabi. 1,2).

TTII npu e¢azimnocmi

Knacuuyna TTII, npu sxiit piBenb ADAMST13 menme 10%, Mo)kxe BUHUKHYTH B Oyab-
KoMy TepMiHi BaritHocTi. Yactota BuaukHeHHs TTII mix 9ac BariTHOCTI CTAaHOBUTH MPUOIN3HO
1 na 25 000, mo HabaraTo Bullle, HIK y 3arajibHiid momynsnii. Ha BigmiHy BifJ iHIIUX BapiaHTIB
TMA, npu nanii naToyorii TUTi 3aJTUIIAEThCS IHTAKTHAM, B JIITEPaTypHUX JDKEpeNax BiJICYyTHS
iH(dopMallis Tpo HASBHICTH TPOMOOLHUTONEHII abo 1H(papKTIB y IiTell, HAPOIKEHUX KIHKaAMH 3
TTII [10,27].

BaritHicts cnipusie po3Butky TTII, 3a naHuMu AesKuX AOCITIIHUKIB, YaCTOTA PELUINBIB
npu HacTynHuX BariTHOCTAX nocsrae 20%. Ilpu TTII, nos's3aniii 3 BariTHICTIO, Tepamis He
BiJIpi3HsAEThCS Bif JdiKyBaHHs kiacuuHoro TTII, 3 HerallHUM MOYATKOM IUIa3MOOOMIHY MiCIIs
BCTAHOBJICHHS JiarHO3y. 3a BUHATKOM BumankiB noeqHanHs 3 HELLP-cuaapomom, Heraiine
PO3POJKEHHS HE € 00OB'SI3KOBUM, BariTHICTh MOKe OYTH JIOHOILIEHA 710 TepMiHy. [lepenyacHoro
PO3pOKEHHSI BUMAraloTh MaI[iEHTKH, SKi HE BiAMOBIIalOTh Ha ruta3Madepes [14,27,29].

al'YC npu eazimnocmi

BaritHicts acouiiioBanuii al' YC (B-al'YC) Moxe yckiagHIOBaTH Iepedir HE TUIbKH
BariTHOCTI, ajie 1 MICJIANOIoroBoro nepiogy. B miteparypi onucani Bunaaku B-al'yYC nmpoTsrom
28 TwxkHIB micas monoriB [12,19,32]. HaityacTimow NPUYMHOIO TaHOTO 3aXBOPIOBAHHS €
TeHEeTUYHI Je()EeKTH KOMIUIEMEHTY, SKi BHSBISAIOTH MEPEBaKHO MPHU MOBTOPHUX BariTHOCTSX
[13,14]. Hana dopma I'VC € Baxkkoio, y 75% maIlieHTIB pPO3BUBAETHCSA TEPMiHAIbHA CTaIis
HUPKOBOi HepocTaTtHOCTI [25,28]. IcHyroTh naHi mpo edexkTuBHe 1 Oe3neune JyikyBaHHs B-al YC
Exynizymabom mijg gac BaritHocti [2,11,30].

HELLP cunopom

Cunnpom HELLP BBaxkaeThcst BapiaHTOM MpeekiaMIicii, yekiaagHioe nepedir Big 0,5%
1o 1% Bcix BaritHocTel 1 10 20% BariTHOcTeH 3 TSXKKOIO Mpeekaamiciero [21,26]. dakropamu
pusuxky HELLP-cunapomy € A®C Ta 0KupiHHS Mall€eHTOK. 37e01IbIIOr0 BiH BUHUKAE M1 Yac
BariTHOcTi (B 10% - mo 27-ro TuxHs BaritHOCTi, B 50% - B TepMiHi BariTHOCTI 2737 THXXHIB, a B
20% - micns 37-ro TwxkHA). [lepuHaTampHa JETANBHICTH 3AMIIAETHCS YK€ BHCOKOIO 1 CsTae
34%o, a neranbHicTh KIHOK - 25%. J{ns HELLP-cunapomy xapakTepHa HasiBHICTh HACTYIHHUX
KJIIHIKO-JIa0OpaTOPHUX MMOKA3HUKIB!

— aprepianbHuid  TUck (AT) Oimpme 160/110 MM pr.cT. (IpH TOEAHAHHI 3 BaXKOIO
npeekiamrciero), xoua B 1020 % Bunankis po3Butok HELLP-cunapomy Ha BiaMiHy Bif
npeeKIaMIICii He CyMPOBOIKYETHCS apTepiaabHOO TinmepTensieto [39];

— Olb y )KHUBOTI (BHACTIIOK PO3TATHEHHS KAICyJU MEYiHKU Ta IHTECTUHAIIBHOI 1111eMii);

—  KuIbKicTh TpoMOouuTiB < 100 000/m;

— aHOMaJbHI MOKa3HUKHU NedinkoBux pod - ACT > 70 Ol/n, JIAL > 600 OJ1/7;

— piBeHb KpeaTuHiny > 1,1 mr/am;



— 3HWXKEHUHN PIBEHb IeMOTJI0O0IHY, HU3BKHA BMICT ranTorioOiHy (meHme 1 r/md) Ta mosBa B
Ma3Ky KpOBi 0OJIOMKIB €pUTPOIIMTIB - IIIHCTOIUTIB;

— BHCOKHH PiBEHb PO3YMHHHX KOMIUIEKCIB iOpuH-MoHOMepY (iposiB [IB3-cunnpomy) [21,26].

OcuHoBHuMHE ycknaaaeHHsMu HELLP cunnpomy 3 60Ky marepi €:

— JIB3-cunapom (5-56%);

— BigmapysanHs iateHTu (9-20%);

— TOCTpeE MOMIKOJKEHHSI HUPOK (BHACIIIOK BHYTPIIIHbOCYIUHHOTO TpoM6O03y, JAB3-cunapomy
ta rinokcii) (7-36%);

— acout (4-11%);

— HaOpsk aereds (3-10%);

—  BHYTPIIIHBOMO3KOBHI KpOBOBHIUB (2-40%);

— exnamicis (4-9%);

— HaOpsK roJoBHOro Mo3ky (1-8%);

— migKancysibHa remaroMma rnedinku (1-2%);

— pospu neuinku (1-2%) [26,44].

3 OoKy II0/a:

— 3arpuMKa po3BHUTKY Iuiona (38-61%);

— mepemyacui nojoru (70%);

— TpomboruToneHis HoBoHapomKeHuX (15-50%);

— pecmipaTopHuii auctpec-cunapom (6-40%);

— mepuHaTtaibHa JeTanbHicTh (8-34%o0) [39].

Jlikysannsa. 1laTOreHETHYHOIO TAKTHKOIO JIKYBaHHS € po3pomkeHHs. [lpu Tepmini
BariTHOCTI Ounbmie 34 TWKHIB MOTPIOHE TEPMIHOBE PO3PODKCHHS, 10 34 THXKHIB Ta 3a
BiZICYTHOCTI 3arpo3auBOi AN KUTTS curyamii  (KpoBoTeua, JAB3-cunnpom,
MIPEEKIIAMIICIS/€KJIaMIICIsl) MOXJIMBHM € TPOJIOHTYBaHHSI BariTHOCTI 110 48 rop (crabimizarlis
CTaHy BariTHOI Ta MIArOTOBKA JIET€Hb IUJI0JIa KopTuUKocTepoimamu). [lpu  BuOOpi mMetomy
nepeBary HaJalTh omnepauii kecapeBoro po3tuHy. IIpu koarymomartii (Tpom6orutu < 100000
kinitua, MHB > 1,5, ¢i6punoren < 1 r/n, AUTY > B 1,5 pa3a Big HOpMH) METOAOM BHOODPY
aHeCcTe310JIOTIYHOro 3a0e3MeueHHs OoNepalliifHoro BTpy4aHHs € 3arajbHa aHecTe3is (Iiasernam-
KeTaMiHOBO-(heHTaH1I0Ba aHecTe3is) [21,26].

Kopmurxocmepoiou (6erame3on 12 mr/mo0y, aekcamerazon 6-10 mr uepe3 12 ron) y
xiHOK 3 HELLP-cunnpomom He mnokazanu epekTHBHOCTI y 3amoOiraHHi YCKJIaJHEHHSM 31
CTOPOHM MaTepi, 3a BHHATKOM 3pOCTaHHsS KIUJIBKOCTI TPOMOOIIMTIB Ta 3MEHLIEHHS YacTOTH
BUHUKHEHHS  TSKKOTO  PECIIPaTOpPHOTO  JUCTPEC-CHHAPOMY Y  HOBOHAapOJKEHOTO.
Koprukoctepoiau mpu3Ha4aoTh Ipu KiIbKOCTi TpoMOonuTiB Merme 50000 xmitun. [23].

Macnesianona mepania. Marhito cynabgar npuszHadaote npa AT > 160/110 mm pr.cT.
6omtocHo 4 rpamu, a moTiM 1 T/roj mig KOHTpojieM KojiHHoro pediekcy. Tepamito ciin
NPO/IOBXKYBaTH He MeH1Ie 48 To miciis po3pokeHHs [23,26].

Kopexyis koacynonamii. Y pasi ycknannennss HELLP-cunapomy kpoBoteuero un JIB3-
CHHJIPOMOM 3aCTOCOBYIOTH CBIXK03aMOposkeHy ia3my (20-30 mur/Kr MacH Tijia), KpionpeuumiTar
(mpu rinodidbpuHoreHemii - 1 mo3a Ha koxHi 10 kr macu Tina), pekomOiHanTHU# (axTop VI,
KOHIIGHTPAT MpPOTPOMOIHOBOrO KoMIuiekcy. [Ipu pO3BUTKY KOaryiomaTH4HOI KpOBOTeui
noTpiOHO 3acTocOBYyBaTH aHTH(DIOpPUHONITHYHY Tepamiro (TpaHekcamoBa kuciora — 10-15
mr/kr). Tpombonutapry mMacy (1 mo3a Ha kokHi 10 Kr Macu Tijia) 3aCTOCOBYIOTh MPH KUJIbKOCTI
tpom6boruTiB Meniie 20000 kmitun [23,26].

Ingysitina mepanis. Ha cboroHi He iCHye €IMHOI TyMKH K I10JI0 00'€My, TaK 1 110J10
AKICHOTO ckiany 1HQy3iiHoi Tepamii npu HELLP-cunnpomi. Yci aBropu cxondarbes Ha aymiid,
110 TepaIi€lo MEePIIOro PsAy MatoTh OyTH 30aTaHCOBaHI KPUCTAJIOIIHI penapartu [23,26].

Jlikysanna — eHympiuHbocyOunno2o eemonizy. IlokazaHo TepMiHOBE TIPOBEIEHHS
mwiazmadepesy. [lpu 30epexxeHOMy TeMmIi CEHYOBUIUICHHS 3aCTOCOBYIOTH 4% TigpokapOoHAT
HATPIIO 1A KOPEKIii MEeTaOOoJIYHOTO alMa03y Ta 3amo0iraHHS YTBOPEHHIO COJITHOKHCIIOTO
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reMaTUHY B MPOCBITI KaHAJBIIB HUPOK. 3acTtocoByroun (ypocemin (20-40 mr) Ta iHDy3iiHY
Tepamilo KpucTajnoigmamu, Tpeba HamaraTHCs IOCATHYTH Temiy cedoBuaineHHs mo 100-150
mi/ron [23,26,44].

T'ocmpa scuposa oucmpodhia nevinku (I'2K/111)

I[OKIIT € BIZHOCHO PIAKICHUM YCKJIQJIHEHHSIM BariTHOCTI, 3 4YacTOTOK NPHUOIU3HO 5
Bunankie Ha 100 000 BaritHOcTei. SIK mpaBWiIO, 1€ YCKJIAIHEHHS MPOSBISETHCS HA Mi3HIX
TepMiHax BariTHocTi, 3a3Buuail Mix 30 1 38 TwxHsamu. Jletanpricts npu [KJIT Ha choromHi
CTaHOBUTH Bix 18 10 25%, a nepuHaTagbHa CMEPTHICTH csrae 23%o [18].

BBaxkaetncs, mo aedekTH MeTadoJi3My KUPHUX KHCIOT BiAIrparoTh NMEBHY pOJIb Yy
narorene3i [OKAIL. V I TtpumecTpi BariTHOCTI KiUIBKICTh BUIBHUX JKMPHHX KHCIIOT
30UTBIITYETHCS, 00 MIATPUMYBATH PICT IUIO/AA 1 TUTAICHTH. 3a HAsIBHOCTI JIe(DEKTIB, MOB’ I3aHUX
3 MeTaloJi3MOM, BIIbHI KHPHI KHCIOTH HAKONHUYYIOTbCS B TEHATOIMTAaX 1 BUKIMKAIOThH
MOIKOpKeHHsT KimituH [24]. JledinuTt moBrosanitorosoi 3-rigpokcuamnmi-KoA-neriagporenasu
(LCHAD) e naitBaxnuimum i3 nux meradoniuaux aedekris, 20% ycix Bunaaxis [AIT mig
Yyac BariTHOCTI MOB’si3aHi 3 AedinuToM BiacHe nboro Qepmenty. Haiiuwactime 3 [OK/III
noB’si3aHa romosurotHa Mmyrtaiis G1528-CiE474Q y mnoma. B rereposurotrHoi matepi Ta
TOMO3UTOTHOTO IUIOAA 1€ MPU3BOAUTD JI0 HAJUTMIIKOBOTO HAIXO/KEHHS TOKCUYHUX METa0OITIB
KUPHUX KHCIOT BiJl TUIOJA B KPOBOIUIMH MaTepi Ta ypaKeHHs ii MEedYiHKW. 3BiJCH 1 BUHHKAE
HEOOXITHICTh PO3POKEHHSI K €UHOTO MMATOr€HETUYHOTO METOY JIiKyBaHHs [24].

Jlnist TiarHOCTUKHM 3alpoIOHOBaH1 KpuTepii «Swansea», 6 3 KX 3a BiJICYTHOCTI 1HIION
BIIOMOi MNpUYMHU JUCHYHKIIT MedyiHKW miaTBepxkyoTh HasBHicTe [OKJIL Ili xpurtepii
BKJTIOYAIOTh HACTYITHI CUMIITOMH Ta Pe3yJIbTaTH J1a00paTOpHUX JOCITIKEeHb [42,46]:

— OmI0BOTA;

— eHuedaonaris;

—  TONIUICis/MOomiypis;

— OlIb y XKUBOTI,

— migBumieHui 6inipy6in (> 0,8 mr/an a6o 14 MkMob/n);

— rimormikemis (< 72 mr/mt a6o 4 MMOJIB/1);

—  neitkommTo3s (> 11x10%r/n);

— migBuiieHi Tpancaminazu (ACT a6o AJIT > 42 MO/n);

— TABUIIEHUN BMICT amiaky (> 47 MKMOJIb/M);

— MIiJBUIIEHUN PIBEHb CEUOBOI KUCIOTH (> 5,7 mr/min a6o 340 MKMoOIIb/1);
— TOCTpe ypaXeHHsI HUPOK (KpeaTuHiH > 1,7 mr/nn abo 150 Mxkmoib/m);
— KoaryJjomnarisi (mpoTpoMOiHOBHI Yac > 14 cek);

— acuut abo cTpokara nevinka mijg yac Y3/I;

— MIKPOBE3UKYJSPHUIN cT€aTO3 MpH O10MCIT MEYIHKH.

Jlikysannsa monsrae y HeralHOMy pO3pOJDKEHHI Ta arpecUBHIM MiATpUMYyrodid Tepamii
MaIi€HTKH B YMOBaxX peaHimalliinoro BiaauieHss. itsam, napomxenum matepsamu 3 [XKT, cmin
PEKOMEHIyBaTH MPOXO/HKEHHST MoJeKynspHoro TectyBaHHa Ha aedimur LCHAD, a Ttakox
peTeNbHE CIIOCTEPEKEHHS 3a HOro MposiBaMU, BKJIIOUAIOUH TIIOTITIKEMIIO Ta JKUPOBY JUCTPOPit0
nevinku [24].

Kamacmpogiunuit anmugpocgponinionuii cunopom (kA®C)

Karactpodiuamnit ADOC (Takox BiJOMUH K «CHHAPOM AIlepcoHa») € pikicHuM (<1%),
ajne 3a3Buuail HeOe3neyHuM s KUTTS BapianToM ADC, gKkuil XapakTepu3yeThCs HIBUAKOIO
MOSIBOI0O MHOXXMHHUX TPOMOO3iB (IIEpEeBaXHO TPOMOO3Y APIOHMX CYAMH), IO MPU3BOIAUTH JI0
MOJTIOPTaHHOI HelocTaTHOCTI [7,9,17].

Opranom, sKuii HalgacTillle ypa)xaeTbCs, € HUPKHU, MPUIOMY HHPKOBA HEIOCTATHICTh
3yCTpiyaeThcsl OUIBII HIK Yy TphOX uBepTed BumankiB [6,25,28]. [Hmi opranu-mimeHi
BKITIOYAIOTh:

— JereHi (TOCTpUM pecripaTOPHUN TUCTPEC-CHHAPOM JOPOCIHUX 1 JIereHeBa eMOoTis);
— MO30K (1HCYJBT, eHIIe(aaomnaris, CyJJOMH);



— cepre (iHGapKT MioKap/a, cepiieBa HeI0CTaTHICTh, eHoKapauT JliomMana-Caxkca);

— I[UTYHKOBO-KHUIIIKOBUH TPaKT (IIUTYHKOBO-KUIIKOBAa KPOBOTEYA, KHUIIKOBA HEMPOXIiIHICTH
(ireyc);

— Te4YiHKY (’KOBTSIHUIIA, TICYIHKOBA HEJOCTATHICTH);

— wKipy (peTuKyJIsipHE JiBe10, HEKPO3 Ta BUPa3KyBaHHS IIKIpH);

— nepudepuuni cyauau (Tpom603) [35].

Cepen maGopaTOpHUX TIOKa3HHMKIB JOMIHYIOTh TIJBHINEHI IIOHAWMEHIE  BTPUYI
BOBYAKOBHI aHTUKOAryisiHT (BA), anTmkapmionimiaoBi antuTina kinacy 19G, antutina no fe-
rmikonporeiny I, a Takoxx TpomOouuToneHis, mucroruTo3, JAB3-cunapom, TMA, miaBuIeHi
NOKAa3HUKHM TEYIHKOBUX NpoO, MiABHILEHHS pIBHA KpEaTHHiHY, MPOTEIHYpis Ta remarypis
[7,9,17].

Jlikysanna. OCHOBHUMH METOJAaMH JIIKYBaHHS € aHTHKOArYJISHTHA, IMyHOCYNpPECHUBHA
Tepamis, a TaKoXX YCYHEHHS Oynb-fkuX (HaKTopiB, IO CHPUSIOTH YTBOPEHHIO TPOMOIB.
AHTHKOAryJIiHTHY  TEpamil0  CIiJi  pO3MOYMHATH 3  BHYTPIIIHBOBEHHOI'O  BBEJCHHSA
He(paKI[iOHOBAHOTO Tenapuny mnpoTsrom 7-10 guiB [7,9,17]. Ilepmioto miHi€ro iMyHOCympecii
3a3BHMYall € KOpTUKocTepoinu. 3arampHompuifHsTa 103a - 500-1000 mMr wHa 100y
METHWINPEAHI30JIOHY Y BUTIJISAI IMylbc-Tepamii 3 mepexoaoM Ha 1-2 mr/kr Ha no0y. Kpim
KOPTUKOCTEPOIMiB Ui  JIOJATKOBOi  IMyHOCympecii Ta  JIIKyBaHHS  3aCTOCOBYIOTHCS
imynornodymin (0,4 wr/kr moxaHa npoTsarom 3-5 aniB) abo miasmadepes [7,9,17].
BukopucTtanHs 1HIIMX TOTEHUIHHUX METOJIIB JIKyBaHHS BaXXKUX a00 pedpakTepHUX A0 Teparii
BunankiB KADPC Purykcimabom (MoHOKIOHaNbHE aHTHTLO mpotd CD 20 mosutuBHUX B-
kiTuH), Exynisymabom (MOHOKIOHANbHE AaHTUTLIO MpoTH Oinka kommementy C5) Ta
Cuponimycom (6okatop akruaii T i B kiniTuH) 3HaX0AUTHCS Ha cTafil mociimkeHss [35].

Jlis  ycyHeHHsI TpUrepHOi il BariTHOCTI MpH TEpMiHI BariTHOCTI > 34 THXKHIB
PEKOMEHAYEThCS PO3POHKEHHS. Y BHIIQAKaX PE3HCTEHTHOCTI MAIlEHTOK 10 KOHCEPBATHBHOI
tepamii KADPC 1o 34 TWKHIB BariTHOCTI IOJIOTM TPOBOJATH IICIS 3aBEPILEHHS KypCy
npoiTAKTUKU PECTipaTOPHOTO JUCTPEC-CHHIPOMY HOBOHAPOKEHOTO [35].

Tabnuys 1

Busznadyennsi TMA Ta 0CHOBHHUX CTaHiB, MOB’si3aHuX 3 oco0auBocTsiMu TMA mia yac
BariTHOCTI Ta y Mic/IA10J10r0BOMY nepioai

TpoméoTHYHA TMA 3a3BHuuaif JiarHOCTY€eTHCS HA OCHOBI KJIiHIKO-TIATOJIOTIYHOT Tpiaau:
MikpoaHrionaris - nepudepuuna TpoMOoLMTONE s (KiIbKicTh TpoMGouTiB <100 x 10%/1);
(TMA) - MexaHi4Ha reMosiTHuHa anemis (remorno6in <10 r/m, JIAI' > BepXHbOT1 Meki HOpMH,

ranTorio0iH HU3BKUH a00 He BU3HAYAETHCS, IIIMCTOINUTH B Ma3Ky KPOBi);
- TIOIIKOJDKCHHS OPTaHiB-MillICHEH.

TpoméoTHYHA TMA 3 mepeBa)kHO TeMaTOJOTIYHUMH, HEBPOJIOTIYHMMH Ta MOXIUBHUMH CEPLEBUMHU

TpoMOouuToneHiyna |YPAKECHHAMH.

nypmypa (TTII) 3a3BU4all aCOIUIOEThCS 3 MOBHUM CIIAJIKOBUM a00 IMYHHMM JIe(ilUTOM aKTUBHOCTI
ADAMTSI3 y mia3mi.

I'emoJtiTuko- TMA 3 mepeBaXHO HHPKOBUMHU YPOKECHHSAMU Ta MOXKIUBUMHU HEBPOJIOTIYHUMHU Ta

ypeMquHifI CHHJPOM CEPUCBUMHU YPAXKCHHAMMU.

(TYC) Mosxe OyTH 1MOB’si3aHU 3 PI3HUMH TUITAMH MTOUIKO/DKESHHSI €HI0TeIIalIbHUX KIIITHH.

al'YC ciprunHEeHHH TOPYIISHHSIM PETYIAMi{ aaTbTepHATHBHOTO IIISXY KOMIUIEMEHTY.

NB! I'YC moauce eknwouamu excmpapenansvui npossu, a TTII moxce Oymu noe’asana 3i 3naunum
ROUWLKOOMNCEHHAM HUPOK, MOMY Ougepenyiiina OiazZHOCMuUKA Yux CHAHIe Juuwie 3a KAIHIYHUMU O03HAKAMU
ympyouena.

Ipeexaammcis / ITIE Bu3HauaeThCs sk rectarniiiHa rineprensis (cuctomiuanii AT >140 mMm pT. cT. Ta/abo
exnamncisi (IE/E) nmiactomiuanii AT >90 MM pT. CT.), O CYNPOBODKYETHCS > | i3 HIDKYE TepeniueHux

Ta HELLP cnuapom CTaHIB y TepMiHi > 20 TIDKHIB BariTHOCTI:

— npomeinypis,;




— eocmpe nouikoocen s Hupok (cuposamrosuil kpeamurin 290 mrmonnln);

— ACT abo AJIT >40 MO/n £ 6inb y npasomy 8epxHboMy Keaopaumi Hcusoma ado 8
enicacmpii;
— kinokicme mpomboyumis <100 e/n, /[B3, cemoniz;

— 3ampumKa pocmy niood, aHOMAIbHI NOKAZHUKU OONIAEPOMempIi Kpueux 6 apmepisix
NYNOGUHU AO0 MePMEOHAPOONCEHHSL.

Exmamrcis, Ha momaTok 10 KpurepiiB Bm3HadeHHsA IIE, XapakTepw3yeTbcs 3MIHOIO

MICUXIYHOTO CTaHy, CIIMOTOI0, iHCYJIhTOM, KJIOHYCOM, CHJIBHUMHU TOJIOBHUMH OOJSIMH Ta

CTIHKUMH 30pOBUMH CKOTOMaMHU.

HELLP cunnapom BBaskaeThest cknanoBoro [1E/E (maiiBaxkaum mposisom [1E/E).

IE/E ta HELLP cummpoM moB’si3ani 3 maucbamancom Mix anrioreanumu (PLGF) Ta

anTuanrioreHHuMu (SFIt-1) dhaxropamu.

NB! Ha cvozooniwmniii denv IIE/JE ma HELLP cunopom ne acouiroiomocs 3 nadymum

abo cnaokosum maxckum (<10%) Ooegpiuvumom axmusnocmi ADAMTSI3 abdo 3i

CRAOKO0BOI0 OUCPELYNAYIEI0 CUCHEMU KOMNTIEMEHN).

Karacrpodiunnii KADC BH3HAYAETHCS BUHUKHEHHSAM (DyJIbMIHAHTHOTO MONIOPTaHHOTO Ypa)kKeHHS
antudocdoJiniiuuii |(TOJIOBHOTO MO3KYy, HHPOK, JEr€HIB, IIKIpH TOIIO) BHACTIJOK OOMIMPHOTO TpomOO3y
cungpom (kADC) JpiOHUX cyanH Ha Tii cTidikux aHTHdocdominigaux anturin (BA, anTnkapaionininy Ta

agtutin g0 b2GPI); 3a3Budail 1me WOB’S3aHO 3 TPOMOOUMTOIICHIEID Ta MEXaHIYHOIO
FeMOJTITHYHOIO aHEMIEIO.

Toctpa xupoBa XapaKkTepu3yeThCs MIKPOBE3UKYIIIPHOIO JKUPOBOK 1H(DIIBTPAINEI0 MEUIHKA 1 MOXKE
mueTpodist mewinkn | TPU3BECTH JIO MONIOPTaHHOT HEIOCTATHOCTI.
(C¥KT) Husa miarsoctuku OK/IIT 3a3Bu4aii BUKOPHCTOBYIOTh KpUTepii SWaNsea, mo BKIIOYAIOTh

OmoBaHH, OB Y YKUBOTI, OJIANICIIO/TOMiypito, eHIedantonarito, TinepoinipyodiHemiro,
rinoriikemiro, rinepypukemiro, jerkoruro3, migsumeHHs AJIT Ta ACT, awmiaky,
KpeaTruHiHy KpPOBi, KOAryJIomIaTito, MiKpOBE3UKYISIPHUH cTeaTo3 O10NTATiB MEUiHKH.

Jlooamxkosi cxopouenns: JIAU - nakrargerinporenasa, AJIT — ananinaminorpancdepasa; JIB3 - muceminosane
BHYTPILIHBOCYIUHHE 3ropTaHHs KpoBi; PLGF — mmanenrapuuii ¢akrtop pocry; SFIt-1 posumuna fms-momibua
Tipo3uHKiHaza; h2GPI - Gera-2-riikompoTeiH.

Tabnuuys 2

Judepenniiina JiarHoCTHKA CTAHIB i Yac BariTHOCTI Ta MicJIsIN0JIOT0OBOIO Nepiony,
noaioHux 3a KiaiHikoro 10 TMA

HELLP KA TTII alr'yc KADC
2T1a3
Yac moyarky 3 2Tad . .
TPUMECTP 3 TpumMecTp ITicas monoris TPUMECTPH,
3aXBOPIOBAHHS TPUMECTPHU . ’
IIiCJISt ITOJIOT1B
Ouymz.mnﬂ et 1 K IeHD 1-2 nui Hewmac Hewmae 46-50% cmepTh
10JI0TiB OJTy)KaHHS OJTy)KaHHS
Bime y BepxHii
e . lNneprensis i TOTTOBHHL Hespomnoriuni YpaxxeHHs [Iupoxwuit
Kainiuni nposiBu . JKUBOTA, HYIOTA,
MpOTeTHYpist OLoBaMS CHMIITOMH HUPOK CIEKTP
eHnedazonaris
JB3 cunapom (%) Menme 20 50-100 Pinko Pinxo Pinxo
T'octpe
NOLIKOIKEHHSA Jlerke/momipHe [Tomipne Jlerxe/momipHe Baxke ITomipue
HHPOK
JlaGopaTopHi 3MiHK
reMO:]'llTl/l‘ll-[a + 0/+ ++ + +
aHeMist
T AUYTY 0/+ + 0 0 +
Tinorjikemist 0 + 0 0 0
TpoMGouuTONEHIN
> > < > >
(<100x10° /1) 20 50 20 abo 20 50
JIAT (MO/a) 6001 > MiHJIMBI >1,000 >1,000 600 1>
1 Amiak 0/+ + 0 0 0/+
1 Binipy6in 0/+ + + + 0/+
1HevinkoBi + ++ 0 0 0/+




TpaHcaMiHa3H
VWF myabpTHMepn 0 0 + + 0
ADAMTS13<10% 0 0 ++ + 0
Io3uTuBHI
anTudocdoimmHi 0 0 0 0 ++
at, BA

[MigTpumyroga [MigTprumyroda AHTHKOArYIAHT

ATPIMY AP [Tnasmadepes, | [mazmadepes, u,
MeHex:KMeHT TEpaIis/po3po | Teparmist/po3pomKe i .
Purykcimabd Exymnizymad PO3POIKEHHS,
KEHHS HHS
mra3madepes

++ - 3aBK1IM IPUCYTHIH; + - 3a3BU4ail npucyTtHil; 0/ + - iHOAI mpucyTHi#; O - BIICYyTHICTS.
Hooamxosi cxopouenna: AUTY - akTuBoBaHWil yacTKOBMiI TpomOomnmactuHoBUi uyac; VWF - daxtop
Binneopanna.

Knigiyauii BUnagox

37-piuHa marieHTKa y TepMiHi 27 TWKHIB BariTHOCTI Oyia MpHUBE3€HA 10 IMOJIOTOBOTO
CTalliOHAPY 3 PEryJSIPHUMH MepeiiMaMu Ta PSICHUMHU KPOB'SHUCTUMHU BUAUICHHSIMH 3 MiXBU. [Ipn
noctrymieHHi AT crtanoBuB 130-140/90 mm pr.ct., Ps 92 yn/xB, cnocrepiraBcs He3HauHUUN
HaOpsIK TOMiJIOK. B aHamHE31 Tpoe TEPMIHOBUX TMOJOTiB, OCTaHHI MOJOTA - 10 pOKIB TOMY.
[TamienTKa 6€3 OOTSKEHOTO T1HEKOJOTIYHOTO Ta COLIaIbHOIO aHaMHE3y, Ha OOJIKY B >KIHOYiH
KOHCyIbTallil He nepedyBana. [licast cTpIMKMX BariHaJbHHUX IOJOTIB HAPOJIUBCS MEPTBHUH ILIiA
Baroro 990 r, moBxkuHOIO 37 cM, IarHOCTOBAaHO CYOTOTaJbHE BiJAIIAPYBAaHHS IIJIALIEHTH.
3aranpHH 00'€M KPOBOBTPATH OIIHEHO K ~ 2 JI (B TIOJIOTOBOMY cTamioHapi - 800 mi).

Binpa3y micias po3pomkeHHs cepell KIIHIYHUX CHUMOTOMIB BigMmivanack OJiAicTh,
noMipHa Taxikapis Ta rinmotoHis (AT 110/60 mwm pr.cT., Ps 84 yn/xB, mokoBwuii ingexc - 0,76),
aHypisi, B 3araJlbHOMY aHaji3i KpOBi - BUpaX€Ha TPOMOOIMTOIEHIS Ta aHeMis, M0 Oyio
PO3IIHEHO SK HACHiIKKW BaXkoi KpoBoTeui. [IpoBoamnack iHQy3iiiHA Teparis KpHCTaloigaMu,
a3Ma- Ta reMoTpaHcy3is, Micas HopMalizailii KoaryjaorpaMu OyiH J10aHi aHTUKOATYJISHTH.

Pesynbratn mabopatopHuXx OOCTEXKEHb MPOTITOM 24 TOIWH TICHS TOJIOTIB BUSBUIN
IiABUILEHHS NTEYIHKOBUX TpaHcaMiHa3 Ta Oi1ipyOiHy, 3pOCTaHHs piBHS KPEaTHHIHY Ta CEYOBUHU
B CHpPOBATI[l KPOB1 Maiie BJIBIUl, TIMOKOAryJAllilo, Xo4ya 3roJOM IOKa3HHUKH KOaryiorpamu
HopMmanisyBanuck (tabn. 3). Ha apyry micnsmonoroBy mo0y CTaH TMAIliEHTKH 3aHIIABCS
ctabupHO BakkuM: AT miaBumuses 10 140-150/90 MM pT.cT., 3'IBUIMCS HAOpsSIKU OONIHMYYS Ta
KIHIIBOK. He3Baxkaroun Ha iHTEHCHBHY TEpaIlilo Ta BIACYTHICTh KPOBOTEYi, aHypis 30epiranacs,
Jlani MiABUINYBaNIKCA MEYIHKOB1 (hepMEHTH, MporpecyBaia TPOMOOLMTONEHIS Ta aHeMis (Talu.

4).

Tabauus 3
Pe3yabTaTH J1a60paTOPHUX AOCTIIKEHb MPOTATOM 24 rOIMH MicJIs MOJIOTIB
HELLP? I'KAII? kADC?
. . Micas muiazma-remorpancdysii PedepenTni

HMapaverpn Hican nooris Yepes 12 rog Yepes 24 roa 31?at?ennﬂ
Hb (g/L) 48111 6511 7311 110-160
Tpomboyumu (x10°2/n) 28111 34|| 5101 180-320
3acanvruil 6inox kposi (eln) 43| 43| 48| 65-85
Kpeamunin kpogi (Mxmonw/n) 84 H 1871 30011 44-176
Ceuosuna kpogi (Mmonwln) 70H 8,651 16,611 2,5-8,3
3acanvruil 6inipydin (MKMOb/1) 27,21 30,41 39,21 4,3-20,5
ACT (O0ln) - 39,71 50,01 0-37
AJIT (O0ln) - 65,01 74,31 0-42
AYTY (cex) 39H 34 H 31H 23-39
119 (cex) 18 H 16 H 15H 14-17
111 (%) 83) 94 H 90 H 88-107
Dibpunozen (eln) 1,2] 14| 2H 2-4

H — HOpMa; 1 - 3merka migBumieHni; 11 - 3HAYHO MiABMINEHUH; 1171 - Pi3KO MiIBUIIEHNUH; | - 3)1€rKa NOHIKeHNH; | |
- 3HAYHO TOHWXEHUH; | || - pi3KO MOHMKEHHH.
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Jlooamxkogi ckopouennus: Hb — remorno6in; I[TY — nporpomGinosuit uac; [T — nporpomGinoBuii iHgEKe.

Tabnuys 4
PesyabTaT 1a00paTOPHUX J0CTI/KEHb TPOTATroM 48 roauH micJisi moJioriB
ITapamerpu Yepes 36-48 roa PedepenTHi 3HaYeHHSA
Hb (g/L) 63-58]]] 110-160
Tpomboyumu (x10°2/n) 51-43] || 180-320
Tlooounoxi wucmoyumu (y noni 30py) 4-6 -
Kpeamunin xposi (mxmonv/n) 412-591 111 44-176
ACT (O0ln) 101 11 0-37
AJIT (Ooln) 145 11 0-42
JIIT (Ooln) 1096 111 120-246
Kaniii (mmonw/n) 517H 3,4-5,8
Hampiii (mmonvln) 132 H 130-150
Pearxyis Kymbca Heratusna Herarusna
| [Lluza moxcun 6 kpoei Heratusauit Heratupnauii

H — HOpMa, 1 - 31merka migBUIIeHU; 11 - 3HAYHO MiABHINECHUH; 111 - pi3KO MiABUIICHUH; | - 37IeTKa MOHMKCHAN; | |

- 3HAYHO TOHIKEHUH; | | | - pi3KO HOHIKEHUH.

VibrpasBykoBe npochimkeHHs (Y3]l) BUSBHMIO HOpPMajbHI pO3MIpH, aie MiABHILEHY
€XOreHHICTh Ta INUIBHICTh MAapeHXIMH HHUPOK, BHCOKI IOKa3HHKH CYAMHHOTO OIOpY B
cerMeHTapHux aprepisix 00ox Hupok (0,84-0,87) (tabm.5), He3MiHEHI NMEYIHKY Ta CENe3iHKY,
MOpPOXKHIA ceyoBuil Mixyp. [Ipm maTOriCTONOTIYHOMY JOCHIKEHHI IUTAlIEHTH BiIMIYaJIUCh
MacHBHI KPOBOBWJIMBU B 0a3aJIbHOMY IIapi 3 MOIIMPEHHSM KPOBi Y MIXXBOPCHHYACTUHN TPOCTIp,
HAsBHICTh MIKpPOTPOMOIB Y BOPCHUHYACTHUX CyIWHAX Ta 1H()APKTIB IIANEHTH, [0 XapaKTePHO s
TPOMOOTHYHOI BaCKyJIOMAaTii.

Tabnuysa 5
Jonmieporpadivyni napamMerpu MaricTpajibHHMX Ta CeTMEHTAPHUX HUPKOBHUX apTepii
Iapamerpu IIpaBa HupKa JliBa Hupka | PedepenTHi 3HaUEHHSsI

Maczicmpanvni nupkoei apmepii

PSV, cm/cex 68,3 H 744 H 60-100

RI 0,791 0,86 1 0,6-0,7
Ceemenmapni nupkoesi apmepii

PSV, cm/cex 19,7 | 214 | 25-45

RI 0,871 0,95 11 0,6-0,7

H — HOpMa; 1 - 311erka migBUIIEHUI; 11 - 3HAYHO MiJBUIICHUIA; | - 3)1erKa MOHKCHHH.
Jlooamxkogi ckopouenns: PSV — mikoBa cuCTONYHA MBUAKICTE; Rl — iHgEKC pe3suCTEHTHOCTI.

Ha tpetio 100y anypii nopoaiuia Oyna nepeBeieHa y BiIUIEHHS IHTEHCUBHOI Teparlii, a
notimM y BigainenHs Hedponorii, ge HELLP-cunapom, IKIIT ta kADC posrmsimamucs sk
nonepeani aiarHo3u. Opnak Baxkkuii HELLP-cunapom cynpoBomKyeTbes KoaryJlonaTHYHUMU
po3naziaMi Ta MO3UTHBHOK TUHAMIKOIO IMICIS PO3POHKEHHS, IO HE Majo MicUsi Yy JaHOMY
Bunaaky, KT 3a3Buyail xapakrepusyerbess Outbin 3HayHUM (y 5-10 pa3ziB) miABHILEHHSM
piBHS MEYIHKOBUX (epMeHTiB, OinipyOiHy, CTIHKOIO TiNOIJIKEMi€r0, a HEraTHBHI Pe3yJbTaTH
cepoJsIoriuHuX TecTiB Ha BA Ta anTHdoOC)OIINIAHI aHTUTLIA JAO3BOJIMWIA BUKIIOUUTH J1arHO3
KADC. MynabTUIUCIMIUTIHADHUM KOHCHIJIIyMOM BIiepie OyB 3amigo3peHuil miaroz TMA. 3
MeTor0 mpoBeneHHs nudepenuiitnoro aiarno3zy tuniB TMA (TTII / tunosuit I'YC / B-al'YC)
IPOBOJWIIOCH JOCHiKeHHs Y KpoBi piBHI ADAMTS13, pisuiB komruiementy C3 ta C4, [llura
TOKCUHY Ta pobda KymOca 111 3anepeyeHHs] iIMyHHOTO TeHe3y reMOJIITUYHOT aHeMii.

[TapanenpHO MamieHTII po3moyaTo moAeHHui miasmadepes (30 ma/kr/go0y (Bcboro - 6
npoueayp), JiKyBaHHS HedpakuioHoBaHMM remapuHoMm (70-80 wMr/kr wmacu Tina) Ta
npeaHizononoM (1 mMr/kr/nody). Y 3B’43Ky 3 BiACYTHICTIO MOKPAILIEHHS CTaHY MPOTATOM THXKHS
(aprepianpHa rinmeprensis (AT 160/90-170/100 mm  pr.ct.), amemis (Hb 56-60 r/n),
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tpoMmbormToneHis (70-80x10%), 36epexenHs Bucokux mnokasuukiB JIJI (789-1514 On/m),
oJiro-anypii Ta asoremii (kpeaTuHiH KpoBi 416-636 MKMOJbB/71)) MPOBOIMBCS IHTEPMITYIOUHI
reMo/iai3 (3arajiomM - 3 ceaHCH), aHTUTINEPTCH3WBHA Ta IPOTHAHEMIYHA Teparlis.

BincyrHicTs KpuBaBoi Jiapei Ta HeraTuBHUM TokcuH Lllura B KpoBi, HOpMaJIbHUI PiBEHb
ADAMTSI13 (62%; pedepentni 3naueHus: 50-140%), orpumanwmii Ha 13 100y micias moJOriB,
BUKIIIOUWIM Yy Hamoi marienTku giarao3u tunooro I'YC Tta TTIL IlporpecyBannsi anemii 3
IIMCTOIIMTO30M, PE3UCTEHTHA 10 Teparii aHypis (KIOYOBHH CHMIOTOM), CTIMKE MiIBUIIECHHS
JIAT, nusekuii piens kommiementy C3 (0,28 r/n; pedepentni 3nauenns: 0,8-1,6 r/n) na doni
nemro 3umkenoro piBus C4 (0,1 r/im; pedepentri 3nauenns: 0,12-0,36 r/i), mio BkaszyBaao Ha
QIbTEPHATUBHUN IIISAX aKTHBAlii KOMIUIEMEHTY, miaATBepmKyBanu aiarHo3 B-al' YC. Taprerna
Teparis npemaparom Exymizymab y 1031 900 Mr BHYTPIIIHBOBCHHO Ha THKIACHB [14,45] Gyna
po3nouata Ha 13 JAeHb MiCs MOJOTIB.

Uepes 2 TwkHI criocTepirayiiocss mokpamieHds crany namieHTtku: AT<140/90 mm pT.cT.,
perpec nepudepuuHX HaOPSKIB, BiAHOBIEHHS Alype3y. KibKicTh TpOMOOLUTIB MEepeBUIITyBaIa
170x10%mn mipu crabinsroMy pisai Hb (99-105r/1), Maiike HOpManbHUMHK ToKasHHKamu JIJIT
(<235 MO/n) Ta xpeatuHiHy cupoBaTkd KpoBi (<170 wmxmonsw/im). IlpomomkenHs Teparii
(macTymHi 2 1031) Ta MATPUMYIOUUH pexuM JikyBaHHs Exymizymadom (1200 Mr Ha 5-My THXHI
3 OJANBINO 103010 1200 Mr KoxkHI 2 THXKHI) OyJI0 PEKOMEHJIOBaHO, ajie MPUIHHEHO CaMO0
HAlliEHTKOIO, KA NOKUHYJIA JIIKAPHIO.

UYepesz 10,5 micsmiB gaHa mamieHTKa MOCTYNHJIA y BIJJIUICHHS HEQpOJIOTii 3 CHMITOMaMH
XPOHIYHOI HMPKOBOI HEIOCTAaTHOCTI: aprepianbHa rineprensis (160/100-200/130 mm pT. cT.),
omirypis (100-250 mn/no0y), anemis (Hb 74-80 r/1m), mepcuctyroya azoremisi (KpeaTHHIH KPOBi —
580-844 MKMOIB/1), 3HIKEHHS IIBHAKOCTI KiIyboukoBoi ¢imprpamii (<15 mu/xe/1,73 m?)
[22,25]. ¥Y3]] Hupok moOKa3ajio: 3MCHIICHHS pO3MIpiB, 3HIKCHHS HCTAIBHOI HHUPKOBOT
BacKyJsipu3ailii, o3Haku Hedpockiepo3y — 3MeHIIeHHs ToBmmHU (11-17 MM) Ta migBUILEHHS
€XOTeHHOCTI KipKOBOI PEYOBHMHHM HHUPOK, BTpATy KipKOBO-MenyispHol audepenmiaii [15,43].
[TepebyBatoun Ha pmiamizi (3 pa3u Ha THXKIEHb), MallleHTKa OTpPUMYBaja MIATPUMYIOUY
AQHTUTINEPTEH3UBHY Ta aHTHMAHEMIYHY TEpaliio Ta OYiKyBaja Ha TPaHCIUIAHTAIlll0 JOHOPCHKOT
HUPKH.

Y mpenctaBIeHOMY BWITAJAKy MOXHA TPHUITYCTHTH, IIO TOEAHAHHS MEpeaYacHOro
BiJIIIAPYBaHHs IUIALIEHTH 3 KPOBOTEUE MPHU3BEJIO /0 CUCTEMHOI aKTHUBalLlli allbTepHATUBHOIO
HIIXY KOMIUIEMEHTY, 110 iHAyKyBasio po3BUToK al ' YC. JliarHo3 B-al'YC OyB miaTBep/KeHUH Ha
13-t nenp, 1 HeraitHO mpu3HadeHO Exymizymal sk mpenapaT BHOOpY. 3a JaHUMH JESIKHX
aBTOPIB, IPOTATroM 1 poKy 3 MOMEHTY BCTaHOBJIeHHS JiarHo3y B-al ' YC y nonax 60% mnaifieHTiB
['HH nporpecye no TepminansHoi ctanii [6,22]. OxHak, 6epy4n 10 yBaru MO3UTUBHUHA e(EKT Bij
3actocyBaHHA Exymnizymaly, MpoJOBXKEHHs LI€T Tepamii B HAIIOMY BHIIaJKy MOIJIO O 3armo0irtu
a00 mpUHAaWMHI BIITEPMIHYBAaTH PO3BUTOK TAKOI'O HETAaTUBHOTO PE3YNbTaTy.

BucnoBku. IligBomsum miacymok, TMA € 3arpo3nmuBUMH CTaHaMH, SIKi PiAKO
CIIOCTEPITaroThCsl IMiJ] Yac BariTHOCTI, IO YCKIIAAHIOE IX paHHE posnizHaBaHHS. Ockuibkn TMA
noTpe0yloTh TEPMIHOBOIO JIIKYBaHHS, IMia3Mmadepe3 ciifi po3MOYMHATH, SK TIJIbKH BHHHUKHE
migo3pa Ha JaHWUW J1larHO3, a TIOTIM 3acTOCOBYBaTH TapreTHy Ttepamito (Exymizyma0,
Putykcimab). Lle Moske CIpusTH 3HHKEHHIO MAaTEePHUHCHKOI 3aXBOPIOBAHOCTI Ta CMEPTHOCTI.
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KonguikT inTepeciB: BiicyTHI

TpoméoTHyHAa MIKpOaHTioNAaTisA y MiCJSAN0JI0r0OBOMY Nepioai (orJisia JiTepaTypu, onuc

KJIIHIYHOI 0 BUIIAJKY)
JI.b.Mapkin, K.JL.IHatuiaosuy, C.M.Cepriiiuyk, I'.SI. Kynuneus, M.ILJIucui

Beryn. Tpom6otnyna MmikpoanrionaTiss (TMA) - 1e rereporeHHa rpymna 3axBOpIOBaHb,

SKI 32 HAasBHOCTI IOIIKO/KEHHS EHJIOTETII0 MOXYTh IMPHU3BOJUTH A0 TPoMOO3y Malux Ta
MIKPOCYANH, BTOPUHHOTO CIIOKMBAHHSA TPOMOOIUTIB, MEXAHIYHOIO IeMoJi3y Ta 1IIeMIYHOTO
YpaKEHHS KIHIIEBHX OpraHiB.

Taxa Tpiaga cuMnTOMIB, IK rocTpa HUpKoBa HegocTaTHicTh (I'HH), MikpoaHrionaTuuHui

reMoji3 1 TPOMOOLUTOIEHISI, MOXE TaK0XX CYMPOBOPKYBAaTH JesKi crenu@iuHi A BariTHOCTI

CTaHU

(tsoxky mnpeexnamncito/HELLP-cunapom (remosti3, MiJBUINEHHS PIiBHA TE€YIHKOBHUX

(dbepMeHTIB Ta HU3bKA KUIbKICTh TPOMOOLIUTIB), TOCTPY >KUPOBY AUCTPO(DIIO MEYIHKU BariTHUX
(IDKAID), a Takok 3axBOpIOBaHHS, HE TOB'SI3aHI 3 BAriTHICTIO, aje€ CIPOBOKOBAaHI HEIO
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(xatactpodiuamii antudocdominigauii cuaapoM (KADC), 3arocTpeHHs] CUCTEMHOTO Y€PBOHOTO
BOBYAKY).

Meta npociizkeHHsl. 3AIMCHUTH OIS CYYacHOI JITEpaTypH, MPHUCBAYEHOI MpoOiemi
TMA, npoJeMOHCTPYBaTH Ha KIIIHIYHOMY BHIIQJKy HMOETamHUN IuepeHIiiioBaHui miaxia A0
niarHoctuky Tuiy TMA, mo cnpuunase ['HH y micnsimonoroBoMy nepiojii, Ta onmucaT Cy4acHi
METO/HM JIKyBaHHS IaHUX 3aXBOPIOBAHb.

Marepisiiu it meroamu. IIpoananizoBaHo JiTepaTypHi pKepesa, OmyOyiKoBaHi 10 15
uyepBHs1 2024 poky, sKi Oynu 3HaiJIeH] IUIIXOM BUOIPKOBOTrO Momyky B 0a3i ganux PubMed,
UptoDate, KokpaniBcbkoi  0i107i0T€KM 3  BUKOPHUCTaHHSM  TepMiHIB  "TpoMOOTHYHa
MikpoaHrionariga", "TpomMOoTHYHa TpoMmOOIMTONEHIYHAa Mmyprypa", "THIIOBHUI/aTUIOBHUI
FEMOJIITUKO-YpeMiuHui cuHApoM". OmmcaHo KIIHIYHMA BuNaaok mamieHTkd 3 ['HH, ska
PO3BHHYJIACH MICHs YCKJIaJHEHHUX TTOJIOTIB.

PesyabraTn. Kitacnunuvu tunamu TMA € TpoMOOTHYHA TPOMOOITMTOIICHIYHA TTypITypa
(TTII) 1 TunoBuit remomituko-ypeMiunuii cuuapom (I'YC), Takox BigoMui  sK
enteporemopariuanii ['YC, acomifioBanmii 3 Illura TOKCHMH NPOAYKYHOUOK KHIIKOBOIO
nannukor (STEC) (STEC-I'YC). Ilarodizionoriuao Bci Gopmu TMA MaroTh KOMIUIEMEHT-
OTOCePEIKOBaHE MOIIKOMKEHHS €HIOTETIaIbHUX KIIITHH, sIKE B OCHOBHOMY BpPa)ka€ KamiIspHY
30HY HUpKHU. BaritHicth Moxke cripoBokyBaTu atunosuii ['YC (al'YC) a6o TTII.

VY crarti onMcaHO KIIHIYHUN BHUMAIOK 37-piuyHOi KIHKH, Y SKOI MICNA YCKJIaJHEHUX
nonoriB  po3BuHynacs ['HH. Tlposeaeno moeranHy nudepeniiiiny miaroctuky al'VC.
HeoOrpyHnToBane nmpunuHEHHs LUIECIPSIMOBAHOI Tepamii eKyai3yMaOoM MPHU3BETO 0 PO3BUTKY
XPOHIYHOI HUPKOBOI HEAOCTATHOCTI.

BucnoBku. TMA € 3arpo3JMBUMH CTaHaMH, SKI PIJKO CIOCTEPIrarOThCS IIiJ Yac
BariTHOCTI, 0 YCKJIAJHIOE 1X paHHE po3mizHaBaHHA. Ockibku TMA noTpeOyoTh TEpMiHOBOTO
JiKyBaHHS, Tu1a3Madepes CliJi pO3MOYHHATH, K TUIBKM BUHUKHE MMig03pa Ha JaHUM AlarHos, a
NOTIM 3acTOCOBYBaTh TapreTHy tepamito (Ekymizymad, Purykcuma0). Lle moxe crpusitu
3HIKEHHIO MAaTEPUHCHKOI 3aXBOPIOBAHOCTI T4 CMEPTHOCTI.

Kurouosi cioBa: TpoMOGoTHYHA MIKpoOaHrionaris, TPOMOOTHYHAa TPOMOOLMTONEHIYHA
nyprnypa, THUIIOBUI/aTUIIOBUIA T'eMOJIITUKO-YpEMIYHUNA CHUHApoOM, mnpeexsiamncis, HELLP-
CUHAPOM, KaTtacTpodiuHui aHTU(POCHOMINITHUN CHHIPOM.

Thrombotic Microangiopathy in the Postpartum Period (Literature Review, Clinical Case
Report)

L. Markin, K. Shatylovych, S.Sergijchuk, H.Kunynec, M.Lysyj

Introduction. Thrombotic microangiopathy (TMA) is a heterogeneous group of diseases
that, in the presence of endothelial damage, can lead to microvascular thrombosis, secondary
platelet consumption, mechanical hemolysis and ischemic end-organs damage.

Such triad of symptoms as acute kidney injury (AKI), microangiopathic hemolysis and
thrombocytopenia may also accompany some pregnancy-specific conditions (severe
preeclampsia/HELLP syndrome (hemolysis, elevated liver enzymes, and low platelet count),
acute fatty liver disease of pregnancy (AFLP), and conditions not related to pregnancy, but
triggered by it (catastrophic antiphospholipid syndrome (CAPS), lupus flare.

The aim of the study. To review the current literature devoted to the problem of TMA,
to demonstrate on a clinical case a step-by-step differentiated approach to the diagnosis of the
type of TMA causing AKI in the postpartum period, and to describe modern methods of
treatment of these diseases.

Results. The classical types of TMA are thrombotic thrombocytopenic purpura (TTP)
and typical hemolytic uremic syndrome (HUS), also known as enterohemorrhagic Shiga toxin-
producing Escherichia coli (STEC)-associated HUS (STEC-HUS). Pathophysiologically, all
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forms of TMA involve complement-mediated endothelial cell damage, which mainly affects the
capillary zone of the kidney. Pregnancy can trigger atypical HUS (aHUS) or TTP.

The article describes the clinical case of a 37-year-old woman who developed AKI
following complicated delivery. A turn-based differential diagnosis of aHUS was performed.
Unwarranted discontinuation of the targeted therapy with Eculisumab led to the development of
chronic renal failure

Conclusions. TMAs are the life-threatening conditions rarely seen in pregnancy making
its early recognition difficult. As TMAs require urgent treatment, plasmapheresis should be
started as soon as they are suspected, followed by targeted therapy (Eculisumab, Rituximab)
after the confirmation of the diagnosis. This may contribute to reducing maternal morbidity and
mortality rates.

Key words: thrombotic microangiopathy, thrombotic thrombocytopenic purpura,
typical/atypical hemolytic uremic syndrome, preeclampsia, HELLP syndrome, catastrophic

antiphospholipid syndrome.
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