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KAiHIYHMM BUNOAOK KATacTpodiyHOro
OHTUPOCPOAINIAHOIO CUHAPOMY

Pestome. Y cmammi onucanuil kainiunuii eunadox mpomboginii 3 mpomboyumonenicio 6 nayieuma 75
POKI6 3 KAIHIMHUMU 03HAKAMU KAMACMPOpIiuH020 aHMu@oc@honinionoeo cunopomy y euensioi myasmugho-
KaAbHOR0 8€HO3H020 U apmepianbHo20 mpomoo3y, noaiopeanHoi HedocmamHocmi (HUpKo6a, nevinKkosa,
uepebpanvHa, cepyeso-cyouHHa), OUCMalbHUX HeKpo3ié Ha YCixX KiHyiskax, mpombouumonenii. Jlikyeanus
AHMUKOARYASIHMAMU, AHMUACPe2AHMAaMUL, KOpmUKocmepoioamu, niazmagpepe3om npugeno 00 NOKpaujeH-
Hs cmany. Yepe3z ducmanvHi HeKpo3u amnymogarni naivyi Ha 000X KUCMAX, NPA6a HUMCHA KIHUieKa Ha
PpisHi cepednboi mpemunu eomiaku. Haeedeno ananiz aimepamypu, KAIHIYHUX peKOMeHOAQUIll | MOXNCAUBI
sapianmu 0diacHo3y, Ha M K020, IMOBIPHO, UHUKAQ mpomboginis 3 mpomboyumonericio. O62060peni
QuUCKYCiliHi nNumMaHHs 1l CKAAOHI pileHHs1 Y 8e0eHHI MaKuX nayieHmie.
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Bctyn

Karactpodiunuit antudocdoninigHuii  CMHIPOM
(KADC) — 1e HaiiTsxkunii BapiaHT aHTA(hOCHOTITI-
Horo cuHapomy (ADC), o XapaKTepU3y€EThCST MO~
peHUM TpoMOO30M Yy 6araTbox opraHax i HUTOKiHOBUM
IITOPMOM, SIKi PO3BMBAIOTHCS IPOTSITOM KOPOTKOTO
nepiony, 3 TiCTOJIOTIYHMMU MPOSIBAMU MiKpPOTPOMOO3yY
11 TaOOpaTOPHUM ITiATBEPIKEHHSIM TUTPiB aHTU(OCHO-
nmimimaux antuTin (ADA) [1].

KA®C cranoButh npubausHo 1 % cepen ycix Bu-
nankiB ADC. JletanpHicTe mpu KADC 3a ocTaHHI poKU
Jeiro 3Hu3miIach — i3 50 g0 36 %. Cy4yacHi peKoMeH-
nauii 3 miei mpo0JieMU I'PYHTYIOThCSI Ha aHasi3i BUMai-
KiB 3 MixkHaponHoro peectpy KADC (CAPS Registry).
JlikyBannss KA®C Bkitoyae aHTUKOATYJISTHTH, TJIIOKO-
KOPTUKOIIM, TIJIa3MO3aMiHHY Teparlito i/abo BHYTpilII-
HBOBEHHI iMyHOII00YIiHU. [Tpn HeeeKTUBHOCTI TaKO1
Tepartii MOXHa PO3IJISTHYTH 3aCTOCYBAaHHSI TaKWX Ipe-
rnapariB, SIK pUTYKCcUMa0 Ta eKyiaizymao [2].

Onuc BUNAAKY

YonoBik, 75 poKiB, TOCHiTaJli30BaHUI y BifiJeH-
Hs aHecTe3ioJIorii Ta iHTeHCuBHOI Teparii Bilicbko-
BO-MEIMYHOTO KJIIHIYHOTO LIEHTPY 3aXiMHOTO perioHy

(BMKILI 3P) y Tsbkkomy cTaHi. 3 aHaMHe3y BimTomo,
110 XBOpi€ MpoTsaroM 12 mi6, Koau 3’SIBUJIMCS CKapru
Ha HamagomnoniOHWii OuIb B emiractpii, MOXOBTIHHS
WIKipY i cn3oBUX 000g0HOK. OnucaHi BUlle cKapru
nporpecyBaiv, Tomy Ha 10-i1 1eHb XBOpOOU 3BEPHYBCS
10 MEIWYHY AJOMOMOTY i OYB rocmiTani3oBaHUN y LIEH-
TpajbHy paitoHHy JikapHio (LIPJI). Ha Tii nikyBaHHS
CTaH TOTIPIINUBCS: 3’SIBUJIUCH O3HAKW TOCTPOI ileMii
MNajbliB Ha BEPXHiX 1 HUXKHIX KiHIIBKaxX, MPUTHIYEHHS
cBigomocti. Ha 3-it nenp micas rocmitanizawii B LIPJI
0yB nepeBeneHuii y BMKII 3P.

3 aHamMHe3y: MaB emi3of ¢JaedoTpoM0O03y Ha JiBiil
HWXHIN KiHIiBLi, TAHKPEOHEKPO3 i XPOHIYHUI MaH-
KpeaTuT, >KOBUHOKAM’sIHY XBOpOOY, XPOHIUHUI Kajb-
KYJIbO3HUM XOJIELIUCTUT, MONArpy, ilIEMiYHY XBOPOOY
cepu, rineptoHito. He xBopiB Ha iHdeKIii (remaTuTu,
TyOepKy/ab03, 4YEpPBOHMII BOBYaAK, cHUdIiJic, TOHOpes
TOLIO0). AJIEPTivuHi peakilii Ta aBTOIMyHHI 3aXBOPIOBaH-
H# 3amepedye. MeaukaMeHTH He TIpUuiiMaB.

O0’eKTUBHO TIPM HAAXOKEHHI CTaH XBOPOTO TSIX-
kuit. CBigoMicTte — comnop. Illkipa, ckiepu i BUAUMI
CIIN30Bi 000JIOHKY ikTepnuHi. HasgBHI HEKpOTHUYHI 3Mi-
HU HIrThOBUX (pasaHr 000X BepXHixX KiHIIiBOK. [IpaBa
HUKHS KiHIiBKa Oima, mpoxojiogHa Ha AOTUK Y Mi-
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JISTHLI AUCTaJIbHILLIE Bil KoJiHHOrO cyriaoba. Temnepa-
Typa Tina 36,8 °C. Yacrora auxanns 20/xs, SpO, 96 %
npu FiO, 0,3. Yacrora cepuesux ckopouenb (HCC)
150/xB. Aptepianbumit Tick 120/80 MM prt.cT. LleH-
TpaJIbHUI BEHO3HU# TUCK 5 MM PT.CT. 2KUBIT 4YyTIUBUIT
B eniracrpii.

Kniniunuii ananiz kposi: eputpouutd — 4,35 T/7,
neiikorut — 11,4 I'/n, remorio6in — 140 /1, remaTo-
kput — 0,39, rpomOotT;t — 34 I'/71.

bioxiMiuHM#1 aHali3 KpoOBi: 3araJbHUil OITIOK —
59 1/1, Oinipy6iH 3aranbHMI — 125 MKMOJTB/1, OiTipyOiH
npstMuii — 105 MKMOJIB/J1, KpeaTUHIH — 374 MKMOJIb/JI,
ceyoBuHa — 24,1 mmonb/a, AJIT — 75 On/n, ACT —
106 On/n, makratmeriaporeHaza (JIAI) — 833 On/n,
kpeatuHpochokinaza (KPK) — 493 On/n, KDK-
MB — 126,6 On/x1, nyxHa docdartaza — 441 On/n, ami-
naza — 38 On/n, roko3a — 4,4 MMOJIb/ .

Enexrpomitu: Hatpiit — 134,8 MMoab/1, Kamiii —
4,34 mmonb/n, xiaop — 103,2 MMoJb/i1, Kanbllii —
2,2 MMOJIb/I.

Koarynorpama: npoTpombiHoBHUii iHaeke — 74 %,
¢ibpuHOTreH — 2 /1.

Kucnorno-ocnosnuii cran: pH 7,35, pO, 105 Mm
pr.ct., pCO, 29,8 mm prcr.,, BE -9,3, HCO,
16,7 MmMob/n (KOMIIEHCOBAHMIA METAOOMIYHUI aLu-
103). Ha 6-i1 1eHb 3aXBOPIOBaHHS — META0OiYHUIA aJl-
Kajo3, 1110 HOpMaJti3yBaBcsl Ha 8- IeHb.

AHaJli3 Ha BipyCHi remaTUTW: HeraTUBHUM. AHa-
JIi3 Ha MajsgpiiiHuil mia3Moniii: He BUSIBIACHO. AHa-
JIi3 Ha AaHTUHYKJIeapHi aHTUTUIA (HA CUCTEeMHUI
yepBoHMii BoBuak (CYUB)): HeratuBHuUil. AHami3 Ha
a-peTonpoTein (OHKOMapKep TeNaTOLCTIONSIPHOTO
paky): HopMma. AHani3 Ha CA 19-9 (oHkoMapkep mia-
LIJTYHKOBOI 3aJ1031): HOpMa.

Enextpoxapaiorpadis (EKI'): mpu rocmitanizanii —
npaBujbHa (opMa TPIMOTiIHHS MepeAcepab i3 MpoBe-
neHHsM 2 : 1. Y quHaMini 3 2-T0 110 5-1 AeHb 3aXBOPIO-
BaHHSI — HelpaBWIbHA (DopMa TPIMOTiHHS Tepeacepab
i3 mpoBegeHHaM 2 : 1,4 : 1, 5: 1. I3 6-ro gHs 3aXBOpIO-
BaHHSI — MPaBUJIbHU CUHYCOBUIA PUTM.

Exokapmiorpadisa (ExoKI'): mpu rocmiranizanii —
nudy3He 3HUKEHHSI CKOPOTIMBOI 3MaTHOCTI JIiBOTO
myHouka (¢pakuisg Bukumy (PB) 40 %). CteHo3 aop-
TaJILHOTO KJlallaHa JIerkoro ctyrneHs. JliacronaiuyHa auc-
GbyHKIIiS MioKap/a JIiBOTO LIUTyHOUKa, I Tun. Y nuHami-
i Ha 9-i1 neHb — 3poctanHs ®B 1o 46 %.

YnbrpasBykoBe nochiimkeHHs (Y3Jl) opraHiB ye-
peBHOI MOPOXHUHU MPU TOCIiTaIi3alii — 03HaKu re-
MaTOCIUIEHOMETAJII1; 3aCTIHHUI XXOBUYHUIA MiXyp, KOH-
KPEMEHTH IHWHKM XXOBYHOTO MiXxypa, TpoM003 JIiBOi
riiku BopitTHoi BeHu. Ha 9-i1 neHb 3axBOoproBaHHS —
O3HaKM TremnarociuieHoMeralii, aCuuT, ABOOIYHUMA Tifi-
poTopakc.

didbporacTpoayomeHOCKOITIS: TyOoIeHOTACTPaTbHUI
peduttokc.

JyriekcHe cCKaHyBaHHS apTepiil BEpXHiX i HUKHIX
KiHLI[iBOK: O3HaKW TPOMOOTHUYHOI OKJI03il AUCTaTIbHUX
TPETUH JIIKTbOBUX apTepiii 3 000X OOKiB, MepeaHiX Be-
JIMKOTOMIJIKOBUX apTepiii 3 000X OOKiB i 3aAHbOI BEIU-
KOTOMIJIKOBOI1 apTepii cripaBa.

JliarHo3 KJIiHIYHUWI MpU HAAXOMKEHHIi: rocTpa Mo-
JliopraHHa (HUpKOBa, IIEUiHKOBA, liepedpaabHa, cepiie-
BO-CYIIMHHA) HEIOCTaTHICTh. ZKOBTSHUILS 3MIlIAHOTO
reHesy. XoJjieCTaTUUHUI cUHIpOM. TpoMOO3 AucTalb-
HUX CETMEHTIB MpaBoi Ta JIiBOI JIKTbOBUX, MPABOI Ta
JIiBOI MepeAHiX BEJIMKOIOMIJIKOBUX apTepiii, MpaBoi 3a-
JIHBOI BEJIMKOTOMIJIKOBOI apTtepii. BHyTpilmHboIeuiH-
KOBMI TpPOMOO3 JIiBOI TiJIKM BOPiTHOI BEHMU.

YV npoueci 1ikyBaHHSI XBOpUI KOHCYJILTOBAaHUI a0-
JIOMIHAJIbHUM XipyproMm (IiarHo3: MeXaHiuHa XXOBTSTHU-
1151), HEBPOIATOJIOTOM, FeMaToJIoroM (AiarHo3: iMyHHa
TPOMOOLIMTONCHIYHA MypITypa?), racTPOSHTEPOJIOIOM,
iHDEeKIiOHICTOM (BUKJIIOYEHHSI BipyCHUX TIeMaTUTIB,
JIETITOCTIPO3Y).

Ha 10-ty mo0Oy iiKyBaHHSI 1iarHOCTOBAaHO TPOMOO3
000X BHYTPILLIHIX IPEMHUX, CTEHO3 MPaBOi MiAKIIOUNY-
HOIT BEH.

Koncepeamuene aixysanns:

— ma3madepes, 4 ceaHcu yepe3 JeHb;

— METWJITIPEIHI30IOH Y 03i 2 MT/KT/m0o0y TpoTsi-
roMm 6 1i0;

— HedpakuioHoBaHWIT TemapuH y m03i 750—
2000 O/I/rox 3aj1eXHOo Bi MTOKa3HUKA 4acy 3ropTaHHS
KpoBi mpotsiroMm 10 gHiB, 3 MOAaJbIINM IIEPEXOIOM Ha
npuitom puBapokcadbany 20 mr 1 p/n npotsirom 15 nHiB
i ToganbIIMM MPUITOMOM amikcadbaHy 2,5 Mr 2 pa3u Ha
OOy IIPOTSITOM 3 MiCSIIiB;

— aHTubakTepiajbHa Teparisl (iminmeHeM 3 Tepe-
XOIOM Ha Iieorepa3oH,/cyIp0aKTaM 3a pe3yJbTaTaMu
BU3HAYEHHS 30yIHUKA i HOro YyTJIMBOCTI 10 aHTUOiO-
TUKIB);

— aHTWApUTMIiYHA Teparlis: aMiogapoH B/B 3 Iepe-
XOJIOM Ha MepOpaJibHUI MPUIOM 3 METOI0 KOHTPOJIO
purmy ta YCC,;

— aHTHarperaHTHa Tepartis: KJIOIiAoTpesb, IIUI0C-
Ta30J1 IepOPaIbHO;

— IpenaparTu 3aji3a;

— aHaJIbIeTUKM;

— mpodirakTrKa CcTpec-BUPa30K IIUTYHKOBO-KHUIII-
KOBOTO TPaKTY: iHTiGITOPU MPOTOHHOI TTOMITH;

— HelipoTpoIrHa Tepaiist (LIUTUKOIIH).

Xipypeiune aixysanns:

— aMIIyTallis MpaBoi HMXKHBOI KiHIIIBKM Ha PiBHi
CcepeaHbOI TPETUHU TOMIJIKM (aHeCTe3iss — 0JI0Kaa Cif-
HUYHOTO i CTETHOBOT'O HEPBIB);

— ammyTaniss [—V manpiiB mpaBoi KHUCTi Ha piBHI
MPOKCUMaIbHUX DasiaHT (aHecTe3is — OJIoKaaa mievo-
BOTO CIUIETEHHSI 3 TaXBOBOI'O TOCTYITY);

— amnyTauis [1—V manbiiB J1iBO1 KACTi HA piBHI ce-
penHix panaHr (aHecTe3iss — OJ0Kaaa MieyoBOro Crijie-
TEHHSI 3 TaXBOBOTO JOCTYIIY).

JucTanbHi HEKpO3W Majld Miclle Ha yCiX KiHIiBKax
(puc. 1, 2). Ha npasiii pyui Oysia mpoBeaeHa KaTeTe-
pu3alliss TpOMEHeBOI apTepii s iHBa3UBHOTO MOHI-
TOPUHTY apTepiaabHOro Tucky. HekpoTuuHi 3MiHu Ha
MpaBiii KUCTI NOIIMPUIKACH Ha | majenp, 4oro He CIio-
cTepirajoch Ha JIiBiii KUCTi (puc. 1).

[1reMiyHO-HEKpOTUYHI 3MiHM Ha TaJbLSIX JiBOi
CTOTIM perpecyBajiv ii He TTOTpeOyBaIu ONEPaTUBHOTO
BTpYYaHHS.
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PucyHok 1. fiuctanbHi HeKpo3u Ha BepPXHiu KiHuiBLi

KinneBwuii pe3yjbTat JiKyBaHHS: MALLIEHT BUTMCAHUI
JIOAOMY Ha MiATPUMYIOUill Tepallii: puBapokcabaH, M-
JIOCTa30J1, aMiofgapoH.

AUNCKYTAOEAbHI MUTAHHS

Kamemepusauyia nepugpepuunux i uenmpaavHux gem,
apmepiil Ha (hoHi zenepaizoeanozo mpomoo3y: nepude-
pUYHMIT 00 LIEHTpaIbHUI BEHO3HUI TOCTYIT?

Ha Y3]1 BusiBneHi TpOMOU B MiIKITIOUMYHIH, sIpeM-
Hilf BeHax, 110 HEIMOBHICTIO OOTYpyBalu IPOCBIT LIMX
cyauH. 3pO3yMislio, 10 3a TaKMX YMOB KaTeTepu3a-
1[is LIEHTpaJIbHOI BEHM € AyXXe PU3UMKOBAHOIO B IIaHi
TpoM003y. AJle TSLKKICTh CTaHy TalliEeHTa TOTpedyBaja
LIEHTPaJIbHOTO BEHO3HOro mocTymy. Yepe3 mucraibHi
HEKpOo3M Ha KiHLiBKax OyJia 3arpo3a i mpu KaTeTepu-
3allii nepudepruHux BeH. [lamieHT OyB mepeBeacHUt
3 KaTeTepoM Y JIIKThOBiil BeHi 3 mposiBaMu (iediTy it
Tpomb0o3y. Karetepusartiisi mpomeHeBoi aprepii as iH-
Ba3MBHOTO MOHITOPMHTY F'éMOIMHAMIKM TTOKa3aHa Ipu
MoTiopraHHili HeTOCTaTHOCTI. AJie B JaHOMY BMITaJIKy
BOHA CIPUsIa MOTiPIIEHHIO KPOBOOOITYy B KUCTI Ha TJIi
TpOMOO3Y CYAUH.

Cman mpomboinii na ¢oni mpomboyumonenii.
Baxxkum € mutaHHS BHOOpYy TMpenapaTiB ISl JIiKy-
BaHHSI TaKUX MAalli€HTiB. 3po3yMiJio, 11O TAI€EHT i3
TpoMOO(diTi€l0 i MposIBAMYU TeHEPaTi30BAaHOTO apTepi-
aJIbHOTO 1 BEHO3HOTO TPOMOO3y TMOTpedye MOTYKHOI
AHTUKOATYJISIHTHOI Tepartii. Ikuii remapuH — nNpocTuit
YU HU3bKOMOJIEKYJIApHMIT? Ho3u? 3a sKUM ITOKa3-
HUKOM KOHTpOoBaTH e(deKT? AHTUTPOMOOLMTAPHI
nperapatu? Henpswmi antukoarynsatu? IlepopaibHi
aHTUKoaryIsiHTU? HackilbKu pU3UMKOBaHUM € 3aCTO-
CYBaHH$ BCiX IIMX MperapariB Ha TJIi TPOMOOILIMTOMEH T
34—-22 x 10°/n?

Mu BUpPILIWIM MOYMHATU JIiIKYBaHHS 3 Hedpakilio-
HOBAHOTO TeMapuHy yepe3 Horo Oibll KOHTPOJIbOBA-
HU e(eKT: MUISTXOM TIOCTIHOTO BBEIEHHST 32 IOTTOMO-
rolo LIMPULI-HACOCY, N03y MiAdupaau 3a MOKa3HUKOM
yacy 3ropTaHHs Kposi 3a JIi — Yaiitom, akuil miaTpu-

MyBaJIv Ha piBHI mpuoan3Ho 12 xB. IIBUIKiCTL BBeIEH-
Hs rermapuHy ctaHoBuIa 750—2000 Om/Tox 3aIesKHO Bif
MOKa3HUKa yacy 3ropTaHHs Kposi. IlalieHT oTpuMyBaB
renmapuH npotsirom 10 gHiB. [Ticast iporo OyB mepene-
JIeHWi1 Ha puiioM puBapokcabdany 20 mr 1 p/m npotsi-
roM 15 nHIB i MOJanbIINii MpUiioMoM amikcabdany 2,5 mr
2 pa3u Ha 700y MPOTSATOM 3 MICSIIiB.

3a mkanow Caprini pu3uk TpomMO03y B Mali€HTa
ctaHoBUB 13 GasiB, 110 € Myke BUCOKUM PiBHEM pH-
3UKy TpoMOoyTBOopeHHs [3]. ¥V maiieHTa majnao Micue
TPINOTIHHS Tepelcepib, YCKIAAHEHE IOPYIIEHHSIM
ATPiOBEHTPUKYJISIPHOI MPOBIMHOCTI. 3HMXXEHa bpak-
1isl BUKUAY JiBoro nuiyHouka (40 %) Oyna 3yMoBJieHa
3HUKEHHSIM KOHTPAKTWJIBHOCTI MioKapa il mopyIieH-
HSIM CepLEeBOro puTMy. Mu 3aCTOCOBYBAJIM aHTUAPUT-
MiUHMIA TIpenapar aMiolapoH Ha IOYaTKy JOBEHHO, 3
MOCTYIIOBUM TIEPEXOJAOM Ha IepOPaJbHUN TIPUIioM,
1110 IaJI0 3MOTY IIBUIKO BiTHOBUTHU i1 €(PEKTUBHO KOHT-
POJIIOBATU CUHYCOBUI PUTM.

Pusuk kpoBoreui 3a mkanoo HAS-BLED y Hamoro
nalieHTa CTaHOBUB 5 0aJliB, 11O BiIMOBiJa€ BUCOKOMY
pusuKy [4]. BeaeHHs TakuX Malli€HTIB, SIKi MalOTb BU-
COKi PU3UKU SIK TPOMOO3Y, TaK i KpOBOTEUi, iTaiiiChKi
aBTOPU HAa3WBAIOTh «OajaHCyBaHHSIM MiX CIIMIUIO0
Tta Xapubaoi» [5]. KpoBoTeui B HalIoro maiieHTa He
crnocrtepiranock. KiabKicTh TPOMOOLMUTIB MOCTYMOBO
MiABUIYBaJdach i MPOTSATOM THXKHS HOpMali3yBajach
(puc. 3).

ITposiBu mediHKOBOI AuchYHKIIT (IMiABUILEHHS Oi-
JIipyOiHY, B OCHOBHOMY 3a paxyHOK IpsiMOi (ppaxilii,
tpancaminaz, JIJAI, K®K, myxHoi ¢ocdarasu) Bi-
porigHo OyJIM 3yMOBJIEHI TPOMOO30M BOPITHOI BEHU i1
perpecyBaju Ha TJIi JlikyBaHHS (puc. 4). JlaHuX IIpo Bi-
DYCHI rernatuTu He 0yJo.

[IposiBM HUPKOBOI HEAOCTATHOCTI (MiABUILIEHHS
KpEaTHHiHY, CEYOBMHU) TAKOX MOIIU OYyTU MPOSIBOM
TPOMOO03y HUPKOBUX CYAUH (110 He OYJ10 BCTAHOBJICHO
HasIBHUMU METOJAMU JiarHOCTUKU). PiBeHb KpeaTuHi-
Hy HOpMaJidyBaBcs Ha 10-ii JeHb JIiKyBaHHSI, a HOpMa-
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JTi3allist piBHSI CEYOBUHU CIIOCTEpiraiach miie Ha 14-i
neHb (puc. 5), 110, LIBUJILIE 3a Bce, OyJ10 3yMOBJIEHE
HasSIBHICTIO HEKPOTUYHMX 3MiH TUCTAIBHUX AUISTHOK Ha
BCiX KiHIIiBKaXx.

3a mkanow SOFA npu HaaxoIKeHHi Halll Mali€HT
HaOupaB 12 GaiiB, IO BiAIIOBiZa€e IPOTHO30BaHIl Jie-
TanbHOCTI 69 %. Un MoxHa OyJ10 IiarHOCTYBaTH B Ja-
HoMy Bunaaky cericuc? [lalieHT npu nepeBefeHHi 10
HAIIIOTO TOCITITATI0 MaB HOPMaJIbHY TeMIIepaTypy Tijia,
seiikouuto3 — 11,4 T'/n, 1110 He Ja€ MiACTaBU TOBOPU-
TU TIPO iH(DEKIIiI0 SIK OCHOBHY NIPUYMHY BCiX TPOSIBiB.
Crnouatky OyJja Migo3pa Ha JIENTOCHipo3, Yepe3 1110 Ma-
LIIEHT OTPUMYBAB TCHILWIiH. AJe aHaJIi3 KpOBi Ha JIeTI-
TOCIipo3 OyB HeraTUBHUM. AKOU Majia Micle TSKKa iH-

(ekiiis, siKka 6 mpu3Bea 10 TaKUX TSLKKUX YCKIIaTHEHbD,
HaBps YM CTaH MalliEeHTa MOKpamuBcsd O Ha Tepamil
neHiuwiaiHoM. Lle miaTBepaKye Hally OyMKY IpoO Bia-
CYTHICTb CENCHUCY B HAILIOTO TMalli€HTa, TPUHAAMHI, 110
cerncuc He OyB MyCKOBUM (haKTOPOM YCiX MPOSIBiB, SIKi
MaJli MiClIe Y JaHOMY BUTIAJIKY.

MpuymrHN TPOM60QIAIT

Tpombodiniss — reHeTUYHO AeTepMiHOBaHa abo Ha-
OyTa CXUJBHICTh JO PO3BUTKY BEHO3HMX i apTepiajib-
HUX TpoM003iB. YacToTa BiIOMUX MPUYUH BPOIKEHOI
TpOMOOdiTii CTAHOBUTH ~ 8 % Yy 3araibHiil MOMyJIsLii i
30—50 % BunagkiB BEeHO3HOTO TPOMOO3Y cepest 0cib Bi-
KoM < 50 poxkiB.

PucyHok 2. [uctanbHi HEKPO3U Ha HYUXKHIV KiHUiBLi
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PucyHok 3. [luHamika KinbKocTi Tpoom6ouynTiB
y nepuchepunyHii Kposi (x 10%m)

Knacugpikayis mpombogpiniii:

1) BpomxkeHi TpoMOodinii — dakrop V JleiiaeHa,
BapianT G20210A reHa mpoTpoMOiHy, 3HUXKEHHS piBHS
abo aktuBHOCTI mpoteiny C, mpoTeiny S i aHTUTPOM-
OiHy, nmeski BuUAM AUC(IOpUHOreHeMii, TOMO3UIOTHA
¢dopma romornumcreinypii (AediluTy 1MCTATIOHIH-B-
CUHTa3Mn), AediuuT Mjaa3MiHOTeHy, MiABUIleHa aKTUB-
HicTb (pakTopa VIII;

2) HabOyTi TpoMOodimii — anTHdOChOTITITHII
CUHJpPOM, TieproMolucTeiHeMisl (CIpUYMHEHA He-
TeHeTUYHMMM YMHHUKAMH: ITOB’sI3aHa 3 HUPKOBOIO
HEJIOCTaTHICTIO, TiMOTUPEO30M abo JiKyBaHHSIM aH-
TaroHictamMu (oJiaTiB, 30KpeMa MEeTOTPEeKCAaTOM),
nigBuIIeHU piBeHb pakTopa [X a6o XI, migBuineHa
akTuBHicTh (pakTtopa VIII, Habyra pe3ucTEeHTHICTh
0 aKTuBOBaHOTO TipoTeiny C (Hampukiam, Mia yac
BariTHOCTI, MiJ yac MpUiloMy OopajibHUX KOHTpallel-
TUBIB).

3 omigay Ha BiK Yy HAlIOMY BUMAAKY MOXKHA OIpasy
BUKJIIOYUTU BpoKeHi TpoMOodinii. Cepen ycix Mox-
JIUBUX MPUYMH HAOyTOI TpoMOODijii B HAIIOTO marti-
€HTa, Ha Hallly AYMKY, HalOiabll iMOBIpHUM BUTLJISIAAE
A®C, xo4 i iHIIIi BapiaHTU He MOXHAa BUKIIIOUUTU Oe3
MOrIM0JIEHOTO JJabOPaTOPHOTO OOCTEXKEHHS.

Tenes mpomobouumonenii: anTudocoimiaIHUN CUH-
npom? ABToiMyHHa TpombouuTtorieHisi? TpombGoru-
TOMEHisl CoXuBaHHSA? YpaxkeHHsT KiCTKOBOTO MO3KY?
l'enapuHiHIYKOBaHA TPOMOOILIUTOIICHIST?

Ilpy aBTOIMYHHilA TPOMOOLIMTOMNEHIYHI Mypmypi
MNalieHTH MaloTh CXUJIBHICTD 10 KPOBOTEUI, a B HAIIIOTO
nalieHTa, HaBIaku, Maja Micle Tpomoodinis. Tpom-
OOLIMTOIEHISI CITOXXMBAHHSI TaKOX Maja O MPU3BECTU
JI0 KPOBOTEUi TIpU KiIbKOCTI TpomMOoumTiB 22 x 10°/71.
Y Hamoro mnaii€eHTa MOpOrpecyBaB TreHepaai30BaHUM
TpoMOO3 Ha TJi TaKoi TPOMOOLIMTOIIEHil. YpaKeHHs
KiCTKOBOTO MO3KY MaJio O MPOSIBUTUCH MPUTHIYEHHSIM
i IHIIMX JIJAHOK KPOBOTBOPEHHS: aHEMI€l0, JieKome-
Hi€lo. AJle LIbOTO He Oy/10 B Halloro nauieHTta. IlauieHT
HE OTPMMYBaB TeMapyuH Iepea BAHUKHEHHSIM TpOMOO-
LIUTOMEHI1, TOMYy MOXHa BUKJIIOUYUTHU TerapuHiHIYKO-
BaHY TPOMOOLIMTOIEHIIO.

Cepen ycix MpWYMH, 11O TEOPETUYHO MOTJIA BU-
KJIMKaTU TPOMOOLIMTOMNEHiI0, MU 3yMMMHWIUCh Ha aH-
tudochoninignomy cunapomi. s ADC xapakTepHi:
TPOMOOLIMTOIIEHISI, TPOMOO(DiIisl, ypaxKeHHs MEYiHKU,
HUPOK. ¥ HAIIIOTo Malli€eHTa IpU MePIIiil rociTarizanii
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PucyHok 4. [luHamika piBHIiB 3arasibHOro v npsiMoro
6inipy6iHy B KpoBi (MKMOJ1b/JT)
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PucyHok 5. luHamika piBHiB kpeaTUHIHY (MKMOJIb/)
i ce4oBuHU (MMOJIB/TT) y KpOBI

HE ITPOBOIMBCS aHaJIi3 Ha aHTUMOCHOJIIITIIHI aHTHUTIA,
10 € JabOpaTOPHUMU MIarHOCTUYHUMU KPUTEPiISIMU
ADC. lle nmop’s3aHe 3 0OOMEXEHUMU MOXKIUBOCTSIMU
Halioi Jlabopatopii, 3 ogHOro 60Ky, a 3 iHIIOro OOKY,
Halll Talli€EHT 3 MOMEHTY HaJXO/KEHHSI OyB Ha MOTYX-
Hill TemapuHOTeparlii, Mo 3HMXYE iH(MOOPMATUBHICTH
aHamizy Ha ADA. AHaji3 Ha aHTUHYKJIeapHi aHTUTiIa
(Ha cuCTeMHUII YepBOHUI BOBYAK) OYB HETaTUBHUM.
AJle 1lell TOKa3HUK HE € MiarHOCTUYHUM KPUTEPIEM
A®DC. TlosutuBHMII edeKT Bin IiazMadepesy, rerma-
PUHY # TTIOKOKOPTUKOIIHOI Teparii, 110 € OCHOBHUMU
JaaKaMM J1ikyBaHHS ADC, TaKOX CBiTUYNTH Ha KOPUCTH
LIbOTO IiarHO3Yy.

AHTUPOCHOAINIAHUA CUHAPOM
(cuHpapom X’'103a)

A®C — 1e 3axBOpIOBaHHS, BUKJIMKAHE aBTOAH-
TUTUIaMU [0 OiTKOBO-(GOChOMIMIAHNX KOMIUIEKCIB.
TaunnedtHicte ADC cTaHOBUTHL 5 HOBUX BUIIAIKIB Ha
100 000 HaceneHHST Ha piK, MOTO YacTOTa CTAHOBUTH
40—501a 100 000 HacenmeHHs. ADC SIK OCHOBHY IIPUY M-
Hy Ha0yToi TpoMOOGdiNii onmrcaB OpUTAHCHKUI YUeHUN
G. Hughes y 1983 p., BiH Ha3BaB 1igil CTaH «CUHIPOMOM
Junkoi kKposi». ADC € npUYMHOIO HEBUHOIIYBAaHHS
BaritHoCTi y 20 % Bunankis. [6].

HiarHo3 ADC 110 cyTi TPYHTYETHCS Ha HAsSBHOCTI
B KPOBi IUPKYJIOOUNX aHTUGHOCHOIMIAHUX aHTHU-
TiJI: BOBYAKOBOTO aHTUKOATYJISTHTY, aHTUKApIiOJiIiHy
(AKJI) i antu-B,-romikonpoteiny I. [Tozutusamii TECT Ha
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A®DA mae micue B 13 % nauieHriB 3 iHcyabToM, 11 % —
3 iH(apkToM Miokapaa, 9 % — 3 TPOMOGO30M MITMGOKHUX
BeH i 6 % — i3 marosorieto BaritHocTi. CKJIaaHiCTh
JiarHOCTUKHY 3YMOBJIEHA TUM, 1110 Li aHTUTiJIa MOXYTh
OyTH MPUCYTHI i B KpoBi 310poBux Jnoaeii. Came Tomy
aHaJIi3U MOTPIOHO TPAKTYBATU YePE3 MPU3MY KITIHIYHUX
CUMIITOMIB. AHTUTIIA 1O KapAiojiliHiB BUSIBISIOTH Y
2—4 % moneii y 3araibHiii momyianii. APA y 2—5 pasis
yacTile 3ycTpiyaloThCs B XiHOK, MPOTE X HAsIBHICTb y
CHpOBATLi KpoBi He 3aBXau cBimuuTh po ADC. Kii-
HiYHi TPOSIBYU 1IOTO CUHIAPOMY criocTepiraroThest B 30 %
XBOPUX i3 BOBUaKOBMMM aHTUTiITaMU 1 30—50 % matieH-
TiB i3 momMipHuM abo migsuieHuM pisHeM ADA. Tomy
onHokpaTHe BusiBiieHHss ADA y KpoBi He € MicTaBoIO
JIJIST BCTAHOBJIEHHST OCTaTOYHOTO JiarHo3y. OKpiM XBO-
pux i3 AOC, ADA BUSBIAIOTh TAKOX y TAIIEHTIB 3
iH(EeKLIHHUMU 3aXBOPIOBAaHHSIMU, Ha (PoHI MeauKa-
MEHTO3HOIO JIiKyBaHHSI (IIpM TMPUIAOMiI METUJIIOIM,
KOMOIHOBAaHUX OpaJbHUX KOHTPALENITUBIB) i HABITh y
3I0POBUX JIIOEH [6].

B Ykpaini BemeHHs mnarieHtiB 3 ADPC perna-
meHToBaHe Hakazom MO3 Ykpainu Big 08.10.2007
Ne 626 «[1po 3aTBepakeHHS KJIiHIYHUX MTPOTOKOJIIB
HaZaHHS MEIWYHOI JOIMOMOTY XBOPUM 3 iMYHHUMU
3aXBOPIOBAHHSIMMU», V IKOMY € po3ain «KmiHniuHuii
MMPOTOKOJI HamaHHS MEIUYHOI JOMOMOTHU XBOPUM
3 ADC». Y naHoMy JOKYMEHTI HaBeleHe TaKe BH-
3Ha4YeHHS: «AHTU(hOCHOMIMIAHNI CUHAPOM — XPO-
HIYHMI Ba300KJIO3UBHMUI TIpolLEeC 3 PO3BUTKOM
HoJIiopraHHol imeMii, a B psiii BUIMAJKiB i MoJiop-
TaHHOI HEIOCTAaTHOCTI BHACJiIOK PEIMAMBYIOUYOTO
TPOMOOYTBOPEHHS B IPiOHMX BHYTPIiIHLOOPraHHUX
CyAMHAaX Ha TJi UUPKYJIil B KPOBi BOBYAKOBOIO
AHTUKOATYJISIHTY Ta MPUCYTHOCTI aHTUdOCcomimiI-
HUX aHTUTLI». Bugineno asa tunu APC: nepBuH-
Huit ADC (reHeTUYHO-IeTepMiHOBaHMIT) — CiMeliHi
BUNaaku, ecceHuiaabHuii (7—12 %), i BTOpUHHUI
ADC, 3yMOBIEeHUI aBTOIMyHHUMHU XBOpPOOaMWu,
XPOHIYHUMU iH(PEKIIIMU, OHKOMATOJIOTIE€I0, MEAU-
KaMEHTO3HUM BILIMBOM To1IO (88—93 %).

Kpurepii siarHoctkmn AQC

Kniniuni:

— CYIWHHUI TpoM0OO3 apTepiit i/abo BeH OyIb-sKO1
JloKaizauii B TKaHWHI YU OKpeMMX opraHax (aoruiep-
411 MOP(OJIOTIYHO MiNTBEPIKEHUH);

— MAaToJIOTisl BariTHOCTI — BHYTPILIHbOYTPOOHA
cMepTh rioaa miciasg 10 TMKHIB 3 HOpMaJTbHUMU MOP-
osoriyHUMU O3HaKaMM, TiepeadyacHi Tmosiorn a0 34
TUXXHIB i3 BUPAXKEHOIO IJIALIEHTAPHOIO HEJA0CTATHICTIO
YU MPEEKIJIAMIICIEI0), TPU 1 OiIbIe CAaMOBIIbHI a00pTH
10 10 THXHIB 6€3 TOpPMOHAJILHUX MOPYILIeHb, 1e(heKTiB
MAaTKH Y1 XPOMOCOMHUX BaJ;

— Livedo reticulares (ciTyacThii pUCYHOK IIKipH);

— reMopariyHuit CHHIPOM.

Jlabopamopni:

— aHTUKapaioJiniHoBi aHTUTiNa KaaciB IgG i IgM
(TTigBUIICHNI PiBeHB) Y TPHOX AOCIIIKCHHSX ITPOTSTOM
Mics;

— HAsIBHUM BOBYAKOBUI aHTUKOATYJISIHT IUIA3MU;

— TPOMOOLUTOIICHIS;

— xubHomno3uTuBHa RW.

A®DC € BiporigHO MiATBEPIKEHUM, SIKIIO € OIWH
KJIiHIYHUKA i OBa sabopatopHuX Kputepii (dpopmyra
«1 +2»).

Cmyneni maxckocmi ADC:

I cTyniHb — OAWH KJIiHIYHUI KpUTEPiii, TpoMOOLIU-
v nmoHaa 100—150 I'/n, AKJI IgG minsuineni no 30 %
TOHAI HOPMY;

I cTryniHb — OAWH KJIiHIYHUI KpUTEPiid, TPOMOOLIU -
1 50—100 I'/n, AKJI IgG nigBuiuexi go 30—50 % mo-
HaJl HOPMY;;

III cTynmiHb — OOMH KJIiHIYHUI KpUTepiit, TpoMOO-
ity Hrokue Big 50 I'/n, AKJI IgG migBuimeHi Oinpime
Hix Ha 100 % Bix HOpMU.

Jixyeaavni 3axo0u npu ADC:

— niepBuHHUN ADPC 6e3 KITiHIK — CITOCTepeKeH-
Hsl, TIpodiJlaKTUKa TPOMOO3iB;

— MEePBUHHUIH i3 TPOMOO30M — HU3BKOMOJIEKYJISIP-
Hi remapuHu abo rernapuH;

— BropuHHMil ADC — J1iKyBaHHSI OCHOBHOI aTO-
Jiorii, mpodinakTuka TpoM003iB;

— BropuHHN APC i3 TpOoMOO30M — JIIKyBaHHS
OCHOBHOI MAaTOJIOTil, HU3bKOMOJICKYJISIDHI TeMapuHU
abo renapuH;

— BariTHicTb 3 AD@C — 3 mepLIoro AHsS BariTHOCTI
acITipyH, KypcaMy HU3bKOMOJIEKYJISIpHI TemapuHu 3
10-ro 110 34-ii TUXKAEeHb OMH pa3 Ha MicsI1Ib;

— ADC i3 TpomborroneHiero (> 50 I'/m) — cucremui
TIIOKOKOPTUKOCTEPOIIU, IMyHOTI00YJIiHU IOBEHHO.

IcHy10Th AesiKi BIiAMiHHOCTI Y BUBHAUEHHI AiarHOC-
THYHUX KPUTEPiiB, cTymneHiB TskKocTi ADC 3rimHo 3
JTaHUM HaKa30M i peKOMeHIalisIMU Mi>KHapOJIHUX eKC-
TepTiB.

VY 2003 poui Oyau 3armpornoHOBaHi MOMNEpeaHi Kpu-
Tepil kmacudikarii katactpodiunoro antudocdorti-
migHoro cuHapomy [7].

Kpumepii:

1. Jloka3u ypaxkeHHs1 TpbOoX abo Oijbllie OpraHis,
CUCTeM i/a00 TKaHMH. 3a3BUYail KIIiHIYHI O3HAKU
OKJIIO3i1 CyIMH MiATBEPIKYIOTbCS METONAMU Bi3yali-
3allii, KoJu 11e MOXJ1uBo. HupkoBa He10CTaTHICTh BU-
3HAYAETHCS SIK 3pocTaHHs Ha 50 % cMpoBaTKOBOTO Kpe-
aTUHIiHY, TSKKa cucTeMHa rineprensis (> 180/100 mm
pT.cT.) i/abo npoteinypis (> 500 Mr/mo0y).

2. Po3BUTOK MpOSIBIiB OMHOYACHO a00 MEHIIIE HiX 3a
TUXIEHbD.

3. TicTomoriuHe MmiaTBepMKEeHHS OKJIIO3ii MaJINX Cy-
JIMH MPUHANUMHI B OMHOMY opraHi abo TKaHuHi. J{Jist ric-
TOJIOTIYHOTO MiATBEPIKEHHS MOBUHHI OYTU MPUCYTHI
3HA4YHi O3HAKM TPOMOO3y, X0ua BaCKYJIT TaKOX MOXe
OyTH MPUCYTHIM.

4. JlabopaTopHe MiATBEpAXEHHS HAasIBHOCTI aHTH-
dochoninigHUX aHTUTLT (BOBYAKOBUI aHTUKOATYJISTHT
i/ab0 aHTUTIJIa 1O AHTMKAPIiOAiMiHy). SIKIII0 MalieHTy
paHiire He Oyno BctaHoBieHO aiarHo3 ADC, nabopa-
TOpHE MiATBEPIKEHHS BUMAarae MpuCcyTHOCTi aHTHU(OC-
(onimigHUX aHTUTIN y ABOX 200 OibIlle 3pa3kax KpoBi 3
iHTepBaJIOM MPUHANMHI 1IiCTh TUKHIB (HEOOOB 13KOBa
YMOBA I1if] 9ac XBOPOOM).
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Busnavenwii kamacmpogivnuii ADC:

— yCi YOTUPU KPUTEPii MPUCYTHi.

Moocausuii kamacmpogivnuii ADC:

— yCi YOTUPU KPUTEPIi, 38 BUHITKOM JIMIIIE IBOX 3a-
JIy4eHUX OpraHiB, CUCTEM i/a00 TKaHUH;

— YCi YOTUpHU KPUTEPIii, 32 BUHATKOM J1abopaTop-
HOTO TMiATBEPIKEHHS MPUHAWUMHI MPOTATOM IIECTU
TUXKHIB 4Yepe3 paHHIO CMEPTh Talli€HTa, SIKUI He TTPOo-
xonuB TectyBaHHsI Ha ADC mepen katacTpodiuHUM
ADC;

— TIEpUINIA, IPYTUI 1 YeTBEPTUI KPUTEPIT;

— TIepIUUA, TPETill i UeTBEPTUI KPUTEPil i PO3BUTOK
TPeThOI MOii 3a OibIlIe HiXK TUKIAEHD, ajie MEHIIIe HixX
3a MicsI1lb, He3BaXkaroun Ha aHTUKOATYJISIIIIO.

VY Hamoro naiieHTa MaHigecrallisi XBOpoOM BKJIa-
JAETHCSI B KapTuHy Katactpodiunoro ADC (cuHIpom
AmepcoHa (R.A. Asherson)): myabTUdOKaIbHUI Be-
HO3HMIA 1 apTepiaabHUil TPOMOO3 i3 KapTUHOIO MOJi-
OpraHHoOi HeAOCTaTHOCTI. MaJin Micue mposiBU 3 OOKY
MEeYiHKU, HUPOK, LIEHTPaJIbHOI HEPBOBOI CUCTEMHU, CEP-
1IEBO-CYIMHHOI CUCTeMHU, TMepudepuIHnX CyquH YCiX
KIHIIiBOK.

Y 2006 p. Ha KoHrpeci MiXHapOAHOIO TOBAPUCTBA
3 BUBYEHHS TpoM003iB i remocTasy (ISTH) y m. Cinnei
Oynu nonaHi kiiHiuHi Kkputepii ADC, s1Ki yYMOBHO MOXK-
Ha PO3MOJIIUTU Ha ABi BEJUKi TPYIU: mMpoMOOMUYHULL
ADC — cynuHHMI TpoM0O3 BEH i apTepiil Oyab-sKOi
JIoKasi3auii, OKpiM MOBEPXHEBUX BEHO3HUX TPOMOO3iB;
akyuepcokuii ADC — TaToJIOrisT BariTHOCTI (BHYTPIlI-
HbOYTpOOHA 3aru6eiab MOpGOJOTiYHO HOPMAJIBLHOTO
wroga B TepMiHi 10 TIDKHIB i Oiblre, TTepeaJacHi mo-
JIoru 10 34-ro TUXKHS BariTHOCTI, Tepedir 1Kol cyrpo-
BOJIKYBABCH TSKKOIO MTPEEKIAMIICIE0, EKITAMIICIEI0 Y1
BUPAXXEHOIO TIJIalleHTapHOIO NUC(HYHKIIIEID, a TAKOX 3
i OiybIIe caMOBiJIBHI BUKUAHI Y TepMiHi 710 10 TKHIB
BariTHOCTI 32 yMOBM BUKJIIOUEHHST TODMOHAJIBHUX, aHAa-
TOMIYHUX IIPUYMH 1 XPOMOCOMHMX aHOMaJIii). Jlabopa-
TopHuM KputepieM ADPC € HasIBHICTb OTHOTO 3 TPHOX
MapKepiB, s1Ka BU3HAYAETHCS MPUHAMMHI IBidi 3 iHTEp-
BaJIOM He MeHIIE Bif 12 TUKHIB ITiCIIS MOIBU KJIIIHIYHUX
O3HaK (BOBYAKOBUX aHTUTIJI, aHTUTLJ 0 KapaiodiMiHy
i B,-romikonporeiny I). PamionanbHuit miaxin y miarHoc-
i APC BiaMOBiIHO 10 BKa3aHUX KPUTEPIiB MOXKHA
YMOBHO onucatu 5K «1 + 1»: AOC miarHOCTYIOTh TiJTb-
KM 3a HasSIBHOCTi OTHOTO KJIIHIYHOI'O i OJHOro 1abopa-
TopHOTO KpuTepiiB; AiarHo3 ADC He MmaTBepIKyeEThCS,
SKILO {HTEpBaJl MiX NepioaoM, MPOTATOM SIKOTO CIIO-
cTepirajJucs KJaiHiuHi 03HaKH, i MO3UTUBHUM TECTOM Ha
A®A craHoBUTH MeHIIIE Bif 12 TVXKHIB a00 OLIbIIE Bif
5 pokiB [6].

Ilpu noBTOpHil rocmitanizallii HaIIOTO Malli€H-
Ta 3 iHTEpBaAJOM y S5 MicCsLiB IMiCjs1 MepIIoi TocmiTa-
Jizawii My rposesn obcrexkeHHs Ha ADA: BoBYaKO-
BUII aHTUKOATYJSHT: CKpUHiHroBui Tect — 133,9 ¢
(HopMa — 31—44 ¢), miaTBepIKyOUuii TecT — 75,9 ¢
(nopma — 30-38 c), LA-AUTO — 1,7642 innmekc
(0,8—1,2 — BimcyTHicTh pu3uKy, 1,2—1,5 — cnabo Bu-
paxeHuil pusvk, 1,5—2,0 — moMipHUii pu3nk, > 2,0 —
cuiibHO BupaxkeHuit pusuk); APA IgG — 1,07 On/mn
(Hopma — mo 10 On/mm), IgM — 2,37 On/mn (Hopma —

no 10 On/mn); B,-rmikonporein I, IgG < 1,4 On/mn
(< 20 — nHeratuBHUIA pesyibTar), IgM — 2,7 On/mMn
(< 20 — HeraTuBHUIA pe3yabTaT). MU TaKOX BUSBUIU
B HAILIOTO Malli€eHTa MiIBUIIEHUI PiBeHb y CUPOBATII
KpoBi romouucteiny — 20,2 MKMOJb/JI, a TaKOX Ti-
nepdiobpuHoreHemio — 9,5 r/n. [porpombin — 83 %.
TpomGouuT B HopMi — 330 x 10°/11. AHEMisl: TeMOTJIO-
6iH — 104 r/n, eputpountu — 3,59 x 10'2/1, Ht — 0,26.
Kpearnnin — 105 MKMOJIB/J1.

OTxe, HasiIBHICTb BOBUAKOBOI'O aHTUKOATYJISIHTY, Ti-
nephiOprHOreHeMis MiATBEPKYIOTh Halll TOMEePeaHII
nmiarHo3 karactpodiunoro ADC. TlamieHTy H0IaTKO-
BO MpU3HAUYEHO (hOTIEBY KUCIOTY, BiTaMiHU rpynu B 3
MPUBOJY TiMEeProMouCTeTHEMII.

A®DC HanexkuTh 10 KaTeropii piAKiCHUX TSKKUX 3a-
XBOPIOBaHb (IK TeMo(imisl, ceproIomiOHOKIITMHHA
aHeMis1), CTOCOBHO SIKUX HEMOXJIMBO MPOBECTU BEIMKI
paHa0Mi30BaHi, KOHTPOJIbOBaHI AOCTiIXKEHHS. Pe3yb-
TaTOM POOOTU TPYIU EKCIEPTiB, ABOX Y3TOMXKYBAaTbHUX
3acimanb craB KoHceHcyc i3 miarHOCTMKU i JIiKyBaH-
Ha ADC. [iarHo3 ADPC 1pyHTYeTbCS Ha KOMOiHaIIii
BUITaJKiB TpoM0OO03y i HasgBHOCTI B KpoBi ADA. «ITo-
TPIAHO MO3UTUBHI» MAlliEHTA MAIOTh HAWBUILUIA PU3UK
MoBTOPHUX TpoM003iB. Tutpu ADA > 99 nepreHTHIS
MaroTh OyTH OIliHEeHi K mo3uTuBHi. [Ipu mepiromy abo
IMOBTOPHOMY €I1i30/1i BEHO3HOTO TPOMOO3Y, acolliiioBa-
Horo 3 ADC, mepiIolo JIiHI€0 JTIKyBaHHS Ma€ OyTH 3a-
CTOCYBAaHHS aHTAroHicTiB BiTaMiHy K 3 mo3yBaHHSIM 10
MiXKHapoIHOro HopMasizoBaHoro BinHoueHHs (MHB)
2,0—3,0. [TamieHTiB i3 TIepIINM €I1i30I0M apTepiaTbHO-
ro TpoM0O03y HEOOXiTHO JIIKyBaTH KJIOMigoTpesieM abo
aHTaroHictamu BiTamiHy K i3 LiJTbOBUM ITOKa3HUMKOM
MHB 2,0—3,0. 3acTocyBaHHSI TepOpaJIbHUX TPSIMUX
aHTukoaryasaHTtiB pu ADC He pekoMeHmoBaHe. [la-
uientu 3 KA®C, noBropHuMu tpomMGo3amMu abo Io-
BTOPHUMM YCKJQAHEHHSMM BariTHOCTI MaloThb OYyTU
HaIpaBJieHi 10 eKcIepTHUX LeHTpiB. Lleit KoHceHcyc,
3a BUCJIOBOM aBTOPiB, 3aTIOBHIOE TTOPOKHEUY MiX JTOKa -
30BOI0 MEIULIMHOIO Ta IIOACHHOIO KJIiHiYHOIO MPaKTH-
KoI0 171 BeaeHHS namieHTiB 3 ADC [8].

CrBopenHs peectpy KADC cripustiio po3poobiri pe-
KOMeHJIaliii 1moao (GakTopiB pU3MKY, AiaTHOCTUYHUX
KpUTEPiiB i LUISIXiB JIiIKyBaHHSI LIbOTO CUHApoMy [9].
Anaiiz 500 sunankiBs KA®C i3 CAPS Registry moka-
3aB, 10 cepel LUX NaLieHTiB 69 % CTaHOBWIM XKiHKU,
31 % — vonoBiku, cepenHiii Bik 38 + 17 pokiB. 40 %
Mali€EHTIB Maly acollilioBaHy aBTOIMYHHY MaTOJIOTIIO,
Haiiyacrille — CUCTeMHUIt yepBoHUit BoBYak (75 %). Y
65 % Bumnankis emizon KADC 6yB BUKJIIMKAaHUI TTPOBO-
KyIouuM (pakTopoMm, B ocHOBHOMY (49 %) iH(eKIi€ro.
KniniuHi mposiBu Manau Miclie 3 00Ky pi3HUX OpraHiB i
cuctem: HUpOK (73 %), nereHis (60 %), TOTOBHOTO MO3-
Ky (56 %), cepu (50 %) i mixipu (47 %). BoBuakosuit
AHTUKOATYJISTHT OYyB BUSIBJICHUI1 Y 83 % BUMAIKiB, aHTU -
KapJioiniHoBi aHTuTina — y 81 % i antu-p,-aHTuTina
kiacy IgG — y 78 %. CwmeptHicth craHoBwia 37 %.
Tpurepuumu akTopamu Oyau: B MALIEHTIB CTApLIOTO
BiKy — OHKOIIATOJIOTig, & B MOJIOAIIMX MAlli€HTIB —
iHdekuii. Tpu KA®C Ha T/1i CUCTEMHOIO 4YepBOHOTO
BOBYAKa YacTillle PEECTPYBAIMCh TSKKi MPOSIBU ypa-
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JKEHHS Ceplisl M TOJJOBHOTO MO3KY, i CMEPTHICTb Yy Lilt
KaTeropii 6yia Buioio — 48 % [10].

Jlesiki IOCHiIHUKM OOBOASTH HiarHOCTUYHY IIiH-
HicTh HeTpaguuiitHux aHnTuTil npu AD®C. OcobimBo
iHpopMmaTuBHUMU B miarHocTuli ADPC MOXyTb OyTH
aHTuTiza 10 (ocharnamicepuny-nporpomobiny (aPS/
PT — anti-phosphatidylserine-prothrombin antibodies).
IlepeBara X aHTUTI TIepe] BOBUAKOBUM aHTUKOATY-
JISHTOM Y TOMY, 110 iX MOXHAa BUSIBUTU B KPOBi Ha TJIi
MNpUuioMy MPSIMUX MepOpPaIbHUX aHTUKOATYISIHTIB, TOI
SIK BOBUAKOBHUI aHTUKOATYJISTHT Y TAKUX YMOBAaX HE BH-
ABISIETHCS. KpUTUYHI NMallieHTU TTOTPeOyIOTh MpUitoMy
AHTUKOATYJISIHTIB i3 caMOTO MOYaTKy HAAXOIKEHHS 10
CTallioHapy, a 1iarHOCTUKY MOTPiOHO MPOBOAUTH Ha TJIi
JiKyBaHHS [11].

A.D. Makatsariya et al. mpoaHasisyBanu 17 BUITanKiB
KA®C 3a 2001—-2016 pokwu, cepen SIKMX JIETAIbHICThb
cranoBwia 30 % [12]. KADC € 3arpo3nuBuM ISl XKUT-
TS cTaHOM, ocoOiuBo y BariTHux [13]. J. Gebhart et al.
MpoaHali3yBaJIu Mepedir XBopodu y 82 KiHOK pernpo-
JYKTUBHOTO BiKY, SIKi MaJld MOCTiIHHO MO3UTUBHI TECTU
Ha BOBUAKOBUI aHTUKOAryjassHT. Cepen 1iel momyJsiii
23 xinku Maau 40 emi3oniB BariTHOCTI. YCKIIaIHEHHS
BariTHocTi Manu Micue y 28/40 (70 %) Bumankax, ce-
pen sikux 22 (55 %) — BUMaaAKy CIOHTAHHUX abOPTiB, 6
(15 %) — nOCTPOKOBUX MOJOTIB 10 34 TUXKHIB recrallii.
B onHomy Bumanky miciisg abopty po3BuHyBcst KADC.
ZKusonapomkysaHicTh craHoBUIa 15/28 (54 %) y Xi-
HOK, SIKMX JIKYBaJU MOEAHAHHSIM HU3bKOMOJIEKYJISIP-
HOTO refapuHy i HU3bKMX 103 acIipuHy, i 3/12 (25 %)
Yy TUX, Y IKUX HE TTPOBOJAMJIOCS JIiIKyBaHHS a0o JIiKyBa-
JIM OMHMM i3 LIMX IpenapaTtiB (remapuH ado acIipuH).
ABTOpU IiIUTM BUCHOBKY, 110 PU3UK TSXKKUX, HABITh
HeOe3MeYHUX TS KUTTS YCKJIaAHEeHb BariTHOCTI 1 He-
CIPUSTIMBUX HACTINKIB BariTHOCTI € Ay>K€ BUCOKUM Yy
JKIHOK 3i CTIHKMM TUTPOM BOBYAKOBOTO aHTUKOATYJISTH-
Ty B KpoBi [14].

CrangaptHe nikyBaHHI KA®C aHTHUKOAryiIsiHTa-
MM, CTepOilaMu ¥ IUIa3MO3aMillleHHSIM JIEMOHCTPYE
HalKpalii pe3yabTaTtu [ 15]. Ajle om0 MeTodiB IIa3Mo-
3aMiCHOI Tepallii 11le HeMa€ y3roKeHol nyMku [16, 17].
J11s1 TpUBAJIOro JIiKyBaHHs nauieHTiB 3 ADC peKoMeH-
JIOBaHi MepopalibHi aHTUKOATYJISIHTU, a JJIs1 3arno0iraH-
Hs1 MaHidecTaii nposBiB ADC y BariTHUX — acITipyH i
renapuH [6]. Y mauieHTiB i3 CHCTEMHUM YE€PBOHUM BOB-
YakoM peKoMeHIoBaHuii nukiiodocdamin [9]. Takox
PO3IJISIIAETHCS SIK albTepHATUBHA Tepallis 3aCTOCYBaH-
HSI TaKMX TIperapaTiB: TiIPOKCUXJIOPOXiH, CUPOJIiMYC,
nedioporun [18].

VY ToKkKux, pedpakTepHUX IO CTaHOAPTHOI ITO-
TpiliHO1 Teparil (AaHTUKOAryJsIHTH, TTIOKOKOPTUKOIIH,
iasMadepe3 i/ado B/B iMyHOIJIOOYJIiHM) BUIaIKax
KA®DC 3acTOCOBYIOTH MOHOKJIOHQJIBHI aHTUTIA PU-
TyKcuMab i ekynizymad. Putykcumabd Onokye CD20
(TToBepXHEBUI MPOTETH UTOTIA3MATUYHOI MEMOpPaHU
B-kJ1iTHH) 1 3HUXKYE YTBOPEHHST aBTOAHTHUTILJI, TAKUX SIK
aaTudocdomnigHi anturina. Exymizymad mae BHCO-
Ky agiHHicTh 10 C5-KOMILUIEMEHT-MPOTEiHY, iHriOye
10oro po3LIETJIEHHS i TUM CaMUM 3aIo0ira€ yrBOpeHHIO
koMmrutekcy C5b-C9 [19].

Onucannii Bunanok KA®C y maiieHTa, akuii pa-
Hillle MaB eMi30/ IUCTAIbHOIO BEHO3HOIO TPOMOO3y 3
TpodiyHUMU BUpa3KaMu, SIKMIi, Ha AYMKY aBTOPiB, MiT
oyt mposiBom ADC. Lleit errizon ToynHABCS 3 KAPTUHU
IMOBTOPHOTO Me3eHTepiaabHOro Tpom603y. KoHcynb-
Talisi ekcriepta cBitoBoro piBHs Dr. Ricard Cervera
CIpUsiIa IIBUIKOMY BCTAaHOBJIEHHIO AiarHo3y KAMC,
1 mauieHT OyB YCHIlIHO BWJIIKYBaHMWIA 3aCTOCYBaHHSIM
puTykcuMaoy i exymaizymaoy [20].

D. Aguirre-Valencia et al. mpoaHanizyBaau pu4n-
HU cMepTi manieHTiB i3 CUB, sKi 1iKyBanuch B OmHIi
mikapHi B Komym6ii y 2011—-2017 poxkax. Cepen 1776
naiienTiB i3 CUB momepisio 49, 3 Hux 44 (89,8 %) —
xkiHku. CepenHiit Bik momepaux — 40,6 £ 17,4 poky.
CepenHsl TPUBAJICTb XBOPOOM 1O MOMEHTY CMEp-
Ti — 4,5 poky. 89,9 % nomMepiux Maau JiMQOIIeHilo,
Giorcist BusiBuIa BoBuakoBuii Hedput y 38 (77,6 %)
nauieHTis. KA®C 6yB giarHoctoBanuii y 8 (16,3 %),
nepcucrtytoua rimokomriemeHtemist (C31 C4) —y 8
(16,3 %). Cepenniit inmekc akTuBHOCTI xBopoou CUB
(SLEDAI-2K) Ha MOME@HT CMepTi Malli€HTiB CTAHOBUB
19 (IQR 11-39). 'o1oBHOIO MPUYUHOIO CMEPTi OyIu
aktuBHicTh CYUB i BoBUaKOBi ypaXkeHHST OpTaHiB — y
22 (44,9 %) naiiieHTiB. ABTOPU AIMAIILITA BUCHOBKY, IO
TOJIOBHUMM MPUYMHAMU cMepTi B mamieHTiB i3 CUB €
BUCOKA aKTUBHICTh XBOPOOU, pedpaKTEPHICTh 10 iMy-
HOCYIIpeCHUBHOI Teparlii Ta HO30KOMiaJibHi OaKTepiaib-
Hi iHdexii [21].

S.A. Tucker et al. omucaym Bumagok KADC y
59-piuHOi XiHKHM, CIPOBOKOBAHUWI MOJIMiKPOOHUM
cerncucoM. IuckyTabebHUM € MUTAHHS 3aCTOCYBaHHS
BUCOKMX JI03 CTEpOiiB Ha Tii cencucy [22]. M. Benger
et al. onucanu Bumagok KADC y 63-piuyHoi XKiHKM 3
A®DC B anamHuesi. KADC 3 noiopraHHOO HEIOCTaT-
HICTIO pO3BUHYBCS IICISI TIEpeBOAY 3 BapdapuHy Ha pu-
BapokcabaH. ABTOPY BBaXaloTh, 110 MEPOPAIbHI MIPsIMi
AHTUKOATYJISTHTM MOXYTb OyTM MeHII e(heKTMBHUMU
y BTOPUHHIN MpodinakTuli TpoMOO3iB y MAlli€HTIB 3
A®DC nopiBHsiHO 3 BapdapuHoM [23]. OnucaHi TSKKI
Bunaaku KADC y niteit [24].

Ha croroani maroreHe3 AD®C 1OsSCHIOIOTh B OCHO-
BHOMY 3a JOIIOMOIOIO TillOTe3W MOABIHHOrO yaapy,
3TiAHO 3 SIKOI0 HasiBHICTh ADA pO3IJIsaIaeThes JUIie
K (OHOBUII YMHHMK PO3BUTKY TilepKoaryisuii, a
MATOTEHETUYHUIN MEXaHi3M iHIlliIOETbCS MyCKOBUMU
¢dakTopamu (TpaBMU, iH(DEKIIii, XipypridyHi BTpy4yaHHS
TOIIIO).

S. Chaturvedi et al. BKa3yloTb Ha PoOJib aKTUBALlil
KoMIuieMeHTy B narodiziosorii ADC. KomrieMeHT —
1Ie CUCTEMA €H3UMIB i peryJIITOPHUX OUIKiB BPOIKEHOT
iMyHHOI CHCTeMH, IO Bilirpae KJIIOUOBY POJib Yy 3a-
MAIbHIN peakilii Ha maToreHHi cTuMyu. Lnsgxu komi-
JIEMEHTY 1 KoaryJsiii TiCHO IOB’s13aHi MiX co0oro, i
CydJacHi JaHi CBigyaTh MpPO Te, 10 KOMIUIEMEHT MOXe
OyTH aKTMBOBaHWI y TallieHTiB 3 ADA i Moxe hyHKITi-
OHYBaTH K KO(aKTOP y MaToreHe3i KJIiHIYHUX MPOSIBiB
A®C. AKTuBaliss KOMIUIEeMEHTY 3a goroMoroio ADA
reHepye CS5a, kMii iHAYKY€E TMPOKOATYJSIHTHY aKTUB-
HiCThb HENTPODiIiB, 1110 3aJIEKUTH Bil TKAHWHHOTO (haK-
Topa. beTta-2-riikonpoteiH I, mepBUHHUI aHTUTEH TS
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ADA, 1eMOHCTPYE KOMIUIEMEHT-PETYISITOPHI eeKkTr
in vitro. Kpim toro, y qukux muineit ADPA iHayKye 3a-
rubenb TJIo4a, ajie B MUllei 3 AediluToM crieuudiv-
HUX KOMITOHEeHTIiB KomrieMeHTy (C3, C5) takuii eekT
A®DA BigcytHiil. ADA TakoxX iHIYKYIOTH TpOMOO3 y
OUKUX MUIIEH, i e epeKT IMocIabII0eThCsl B MUAIIIECH
3 nedinutom C3 ab6o C6 abo 3a MPUCYTHOCTI iHTiGITO-
pa CS5. IligBuieHi piBHI NMPOAYKTIB aKTUBALlil KOMII-
JIeMeHTY OyJiu TIpOAEMOHCTPOBaHi B CMpOBaTKax Ialli-
eHTiB 3 ADA, xoya 3B’I30K i3 KJIIHIYHUMU TMPOSIBAMU
3aTUIIAEThCS HessICHUM. ExynizyMa0, KiH1eBUI iHTi0i-
TOP KOMILJIEMEHTY, YCITILIHO 3aCTOCOBYBABCS IS JIiKY-
BanHs1 KADC i 3armobiraHHst TpOMOOTHYHIT MiKpOoaHTi-
omarii, mo’s13aHiii 3 ADC, ipu TpaHCIIaHTaLlii HUPKHY.
OpnHak MexaHi3MU akTuBallii KomrieMeHTy npu ADPC,
OTO POJIb y TATOTeHE3i YCKIamHEeHb, ITOB’SI3aHUX 3
A®DA y moavHu, i MOTeHLiaT iHTiOyBaHHS KOMIUIEMEH-
Ty K TepaneBTU4HOI MiiieHi npu ADPC noTpedyloTh
MOJABIIOrO BUBYEHHS [25]. THIII AOCHiIIHUKA TaKOX
JEMOHCTPYIOTh aKTHUBallil0 KOMIUIEMEHTY B Malli€HTa
3 Mmikporpombo3amu Ha T KADC, gaxkuii orpuMyBaB
eKyJizymao [26].

PexomMeHnpaiii 3 JlikyBaHHS TPOMOOTHUYHOI MiKpO-
anriomarii (TMA) nHa i CYB 1a ADC rpyHTYIOThCS
Ha omnucax KJIiHIYHMX BUMAAKIiB i JyMKaxX €KCIIepTiB.
OCKiTbKI aKTUBALIisI KOMILIEMEHTY Bilirpa€ KIII04oBY
poJib y matoreHesi BTopuHHoi TMA BHacnigok CUB i
A®DC, To Tepartis, cipssMOBaHa Ha HIJISIX KOMIUIEMEH-
Ty, € npuBadauBoto. Exynizymad — peKoMOiHaHTHI,
MOBHICTIO JIOACHKI MOHOKJIOHaIbHI aHTUTIA 1gG2/
IgG4, mo inTioyroTh akTuBamito C5 i cxBameHi FDA
JJIST TiIKyBaHHSI T€MOJIITUYHO-YPEMIUHOTO CUHAPOMY.
HocTynmHi 0O0MexXeHi JaHi Mpo WOro BUKOPUCTAHHS B
nikyBaHHi BTopuHHUX TMA. N. Kello et al. moganu
OMUC cepii BUIAKiB, 1110 BKJIoYae 9 mauieHTiB i3 CUB
i/a60 ADC, y IK1X YCIIIIHO 3aCTOCOBYBAIN €KYIi3y-
Mab Il JIiKyBaHHS pedpakTepHoi BropruHHOI TMA.
V uiit cepii BUunaakiB BUsIBJieHE 3HaUHE MOKpAIIeHHS
reMaToJIOTiYHUX MOKa3HUKIB, (yHKIil HUPOK Ta iH-
IIMX OpraHiB MicJjsl JiKyBaHHS €KyJizymMa0oM. ABTO-
PY OiAILIA BUCHOBKY, IO €KYyJIi3yMad MoOXe OyTH Mmo-
TeHLIIHUM BapiaHTOM JIiIKyBaHHS JJIsI TSIKKMX XBOPUX
i3 BropuHHoo TMA Ha 1i1i CUB i/abo ADC, y skux
CTaHJapTHE JiKyBaHHS HE Ja€ MMO3UTUBHOTO Pe3yIbTa-
Ty [27].

Pigko 3ycTpivyaloTbcsl €mi3oad KpOBOTeYi mpu
ADC, gaxio € MyabTudoKaabHi TpoMbo3u. Pakro-
paMu pU3MKYy KPOBOTEUi € TPOMOOLMTOIEHIS i1 aHTU-
KoaryiasgHTHa Teparist. Onucannii Bunagok KA®C y
manienTku 3 ADC, y sgkoi Oyau HynoTa, OTIOBaHHS,
CJIaOKICTh i MPOrpecUBHO PO3BUHYJAChH TOJiopraHHa
HEJIOCTaTHICTh. Y MAalLliEHTKW BUSIBJIEHA HeTpaBMa-
TUYHA iHTpakpaHiaJibHa KpOBOTeYa, 110 MOTpedyBasa
NPUIIMHEHHSI aHTUKOAryasaHTHOI Tepamii. [lamieHTka
OTpUMyBaja BUCOKi /03U CTEPOiliB, B/B iMyHOTJIO-
OyJIiH 3 MmoJajbllol iH(PY3i€w puTyKcuMady pa3 Ha
TIXKIEHb. Xoua npoBokytounii pakrop KADC i He OyB
BUSIBJICHUI MPOTATOM MepedyBaHHS B JIiKapHi, MiCJas
BUIMKMCKM JOJOMY B MallieHTKU OyJja JiarHOCTOBaHa
rocTpa HMUTOMErajaoBipycHa iHpeK1iss. ABTOPU aKIIeH-

TYIOTh yBary Ha pU3MKax aHTUKOATYJSHTHOI Tepamnii i
Ha MOXJIMBIi POJIi LIMTOMETraJoBipyCHO1 iH(EKIIii K
tpurepHoro ¢gakropa KADC [28].

OnucaHuii BUMaaoK 46-pivyHOI XiHKM, Y SIKOI J1O-
MiHyodoo o3Hakorw KADC Oyma 3acriiiHa ceplieBa
HermocTaTHiCTh. LlinmpoBa Teparis KA®C mpuBena oo
MoKpalaHHs crany nauieHTku [29]. ITpossom KAD®C
MOe OyTH HaBiTh TOCTpUii iH(papKT Miokapaa. Hampu-
KJal, OMMCAaHUI BUIAAOK 5 1-pivyHOI XiHKH, Y SIKOi pa-
Hiie OyB miarHocroBaHuit ADC, ska mana 3arpyanH-
HUI i aOIOMiHAJTBHUIA OiTb TIPOTSATOM 4 THIB, €JIeBalIii0
cermeHTa ST Ha EKT' y HUXXHIX BiiBeeHHSIX i cyOTepa-
nesTuuHuii piBeHb MHB. PiBenb hs-tpomoniny-1 oys
MiABUILIEHUIA, Ha TpaHcTopakaabHiil ExoKI' BusBiIEeHa
TiroKiHe3is HIKHBOI cTiHKK. He3Baxkaloun Ha BiacyT-
HIiCTb OOCTpPYKIIii emiKapAialbHUX CYIUH Ha YPreHTHIl
KopoHaporpadii, OyB OiarHOCTOBaHWII TOCTPUI iH-
(apxr miokapna. Kpim Toro, y marieHTKr BUHUK KpPO-
BOBWJIMB B OOMIBI HAIHUPKOBI 341031, YHACIIIOK YOTO
PO3BMHYJIACh TOCTpa aIpeHajoBa HEIOCTaTHICTh. Ta-
KO MaJlo MiClle MiKpOBAaCKYJISIpHE YPaKeHHsI HUPOK.
Otke, nmauieHTLi 0yB BcraHoBaeHU# AiarHo3 KADC i3
MposiBaMu 3 OOKY ceplisl, EHIOKPUHHOI Ta CEYOBUIIIb-
HoOi cucTeM. PaHHS fiarHOCTHKA A03BOJIMIA TOYMHATU
PaHHIO NPULIJIbHY TEpPaMilo: aHTUKOATYJISIHT, MO/ABIHA
AHTUTPOMOOILIMTApHA Teparlisi, KOPTUKOCTEPOIIH, IO
MPU3BEJIO 10 MOBHOTrO perpecy cumnToMiB [30]. Tpure-
pamu KADC MoxXyTh ciyryBaTu pi3Hi (pakropu. Onu-
canuii Bumnagok po3BuTtky KA®C y manienTa i3 CUB
icist yKycy koopu [31].

Otxe, nikyBaHHsT ADC B OCHOBHOMY TIOJISITAE B
AHTUKOATYJISIHTHIN Teparrii K 1JIsi KOHTPOJIIO KJIiHi4-
HUX MPOSBIB, TakK i A1 1aOOPATOPHOTO KOHTPOJIIO KO-
arynsuii. Jlo3y aHTUKOAaryasiHTiB (He(paKiioHOBaHUI
remapyuH, HU3bKOMOJICKY/ISIPHI TeMapruHH, IepopabHi
MpsIMi aHTUKOATYJISIHTU, aHTaroHicTu BitaMminy K), aH-
THArperaHTiB (alleTUJICATIIMIOBA KMCIOTA, iHIII aHTU-
TpoMOOUMTApHi 3aco0u (KJIOMigorpesb, TUKarpeyaop,
npacyrpesb) nigouparoTh iHAUBIAYaJIbHO 3 OPIEHTUPOM
Ha UIJTbOBUI PiBEHb MiXKHAPOJHOTO HOPMaJIi30BAHOTO
BimHoLIeHHs Ha piBHi 2,0—3,0 mpu BEHO3HUX TPOMOO-
3ax1i2,5—3,5 — npu aprepiaabHuX Tpomb03ax. [1oko-
KOPTUKOIIW PEKOMEHIOBaHi P piBHI TPOMOOLIUTOTIE-
Hii meHme Big 50 000/MKII i 32 HASIBHOCTI CCTEMHOTO
3anajieHHs: crioayyHoi TkaHnuHu. [Ipu KA®C peko-
MEHIOBaHi: rermapuH y TepaneBTUYHUX 103aX, TJIIOKO-
KOPTUKOINM Y BUCOKHUX I03aX, IniazMacdepe3 abo B/B
IMyHOIJIOOYJIiHM, TIPU MiA03pi a0 32 HASIBHOCTI iH(heK-
i1 — aHTUOIOTUKM IUPOKOTO criekTpa aii. Hamr nairi-
€HT OTPMMaB YBECh CITEKTP JIIKyBUJIBHUX 3aXOIiB 3TiTHO
3 pekoMmeHaauigsMu mpu KAD®C, okpiM iMyHOTTI00YTi-
HiB IOBEHHO.

BucHoBKkMU

1. IMaienTn 3 TpoMOOGITi€I0 B MOEAHAHHI 3 TPOM-
OOLIMTOIEHIEI0 MOTPEeOYIOTh PETEJbHOI0 OOCTEXKEHHS
Ha MpeaMeT BUSIBJICHHS IPUYMHU JaHOTO CTaHy.

2. AutudocdomimigHnii CHHIpOM MOXe OyTH TIpu-
YUHOIO TSKKMX BUITaIKiB TpoMOO(inii 3 TpOMOOLIMTO-
MEHIEIO.

Q0 MeAVUMHA HEBIAKAQAHUX CTAHIB, ISSN 2224-0586 (print), ISSN 2307-1230 (online)

N2 7 (102), 2019



Bunaaok is npaktukm / Case Study

KonduikT inTepeciB. ABTOpU 3asBJISIIOTH PO BiACYT-
HiCTb KOHMJIIKTY iHTepeciB i BIacHOI (hiHaHCOBOI 3alli-
KaBJIEHOCTI ITPU MiATOTOBIII TaHOI CTATTi.

IMauienT naB inopmMoBaHy 3roay Ha myoOJikamiio aa-
HOTro0 KJiHIYHOTr0 BUNAJKY.

Indopmaniss mpo BHeCOK KOXKHOro apropa: Decer-
ko Y.A. — anami3 jitepaTypu, KOHIICTIisS i AU3aitH
CTaTTi, KOHCYJbTallisl naiienTa; Kivogpa T.I. — Jiky-
BaHHS MallieHTa, aHali3 JiTepaTypu, aHaJli3 iCTOpil XBO-
pobu; Ckypamiscokuii I0.€. — JiKyBaHHs Malli€eHTa,
aHaJli3 icTopii XBopoOU, OTpMMaHHS 3roJAW IMalliEHTa
Ha myonikaitito; Fxkumoseuu FO.C. — 30upaHHST 1 00-
pobka maTepialliB, o(hOpPMIIEHHS iTI0CTpalliii, TEKCTY;
llasuax P.M. — XipypriuHe JIiKyBaHHS Malli€HTa, aHa-
JIi3 icTopii XxBopoOu, oopMeHHs iaocTpauiit; Pod3o-
Hak A.l. — nikyBaHHS MallieHTa, aHAJTi3 KIIHIYHUX i Jla-
OOpaTOPHUX JAHUX.
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KAuMHMYeCcKkum cAayuam Katactpodpmueckoro aHTMdocPoAMnMAHOro CUHAPOMA

Pe3iome. B cratbe onycaH KIMHUYECKUIA caydail TpoMOopu-
JINM C TPOMOOLIMTONEHUEH Y TTaliueHTa 75 J1eT ¢ KMIMHUYECKUMU
MPOSIBJICHUSIMU  KaTacTpouaeckoro aHTH(HOCHOTUITUIHOTO
CHHIIpOMa B BUIE MYJIbTH(OKATHLHOTO BEHO3HOTO U apTepUasib-
HOTO TPOM003a, MOJMOPraHHON HEIOCTATOYHOCTH (TToYeyHasl,
MeyeHouHasi, lepedpaibHasi, CepAeYHO-COCYAUCTas), IUC-
TaJbHBIX HEKPO30B Ha BCEX KOHEUHOCTSIX, TPOMOOLIMTOIICHUH.
JleyeHune aHTUKOATYJISTHTAMU, aHTUArperaHTaMu, KOPTUKOCTe-
pounamu, ruiazmadepe3oM MPUBEJIO K YIYYIIEHUIO COCTOSTHUSI.

N3-3a arcTaibHbIX HEKPO30B aMITyTUPOBAaHbBI MBIl Ha 00e-
WX KHCTSIX, TIpaBasi HIDKHSISI KOHEUHOCTh Ha YPOBHE CpemHeit
Tpetu rojenu. [IpuBeneH aHAIU3 JIUTEPATYPhl, KIMHUYECKUX
pPeKOMEHIAIi 1 BO3MOXHbBIC BapUaHThl TMarHo3a, Ha (oHe
KOTOPOTO, BEPOSITHO, BOSHMKIIA TPOMOOMWIINST C TPOMOOLIUTO-
rieHueit. OOCYXIAI0TCs MMCKYCCUOHHBIE BOTIPOCHI U CIIOXKHBIE
pellleHYsI B BEICHNUU TaKUX ITALIUEHTOB.

KioueBbie clioBa: poM6odpuNs; TPOMOOLUTONEHUS ; KaTa-
crpodrueckuit aHTU(HOCHOTUMUIHBIN CUHAPOM
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The case report of catastrophic antiphospholipid syndrome

Abstract. The case report of the patient with thrombophilia and
thrombocytopenia is presented. A 75-year-old man had clinical
manifestations of catastrophic antiphospholipid syndrome as
multifocal venous and arterial thrombosis which lead to multiple
organ dysfunction (renal, hepatic, cerebral and cardiovascular),
distal necrosis in all extremities, thrombocytopenia. The treat-
ment with anticoagulant, antiplatelet agents and corticosteroid
therapy, plasma exchange led to improvement of patient’s state.

Due to distal necrosis, fingers on both hands were amputated,
and the right lower limb — at the level of the middle third. The
literature data and clinical guidelines are analyzed and variants of
diseases, which can be possible causing factors of thrombophilia
with thrombocytopenia, are discussed. The most difficult points
in the management of such patients are described.

Keywords: thrombophilia; thrombocytopenia; catastrophic
antiphospholipid syndrome
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