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nornap HA NPOBNEMY

OBI'PYHTYBAHHS
FEMOKOAIYNSAUIMHNX O3HAK
NMPU KATACTPODIHHOMY
AHTUDOCDOJIINIAHOMY
CUHAPOMI TA IX HACNIOKU

AHoTauia. AHTugoconinigHuni cuHapom (APC) — e TpPomMboTNHHO-3a-
rnaJsibHe 3axBOPIOBaHHSI aBTOIMYHHOIO reHe3y, rnpuv KoMy B KPOBI XBOPUX
Bii3Ha4ya€eTbCs CTiViKe MiaBULLEHHSI BMICTY BOBYAKOBOIO aHTUKOAaryJsisiH-
Ta, aHTUTIN A0 Bo-raikonpoteiny-1 (B,GPIl) Ta kapaioniniHy. Katactpogiy-
Hui aHTUgocponinigHuii cuHapom (KADC) e piakicHoOw Ta NMOTEeHUiiHO
netanbHolo popmoro APC, 1O XapaKTepU3yeTbCS TIXXKKUMU TPOMOOTNY-
HUMW YCKNaAHEHHSIMU, SIKi BUHUKAKOTb Y KiJlbKOX OpraHax rpoTsaroM Ko-
poTkoro nepioagy abo oaHo4YyacHo. HabyBae akTyasibHOCTi KOMIMJIEMEHT-
orlocepenkoBaHuii MexaHiaM y reHe3i Tpombo3anasibHOro 3axBopPtoBaH-
Hs. KOMiieMeHT, nopyLuyYy HEVTPOMIIN, LLIIXOM YTBOPEHHS €KCTPY3ii
JHK, ska mae npoTtu3anasibHi Ta npoTpOMOOTUYHI XapakTepuCTUKu, Briiv-
Ba€ Ha PO3BUTOK TPOMOOTUHYHOro ctaHy. KADC moxe BukIMkaTtyi BEHO3-
Hui, apTepiasibHW a0 MiKpOCYANHHWNY TPOMOO3 Y r/INOOKNX BEHAX HUX-
HiX KiHLIIBOK, @ TakoX y MO3KOBOMY apTepiasibHOMY KpoBooOiry. TpomM603
MOXe BUHUKATU B NEYiHKOBUX, BicLiepasibHUX BeHax abo LiepebpasibHoMy
BEHO3HOMY KpoB0ooOiry. MeToto uiei poboTu € aHasni3 nopyLueHb koaryss-

uiviHoro remoctasy 3 pisHumu peHotunamm KAPC.

KaTtactpodiyHun aHtudocdoninigHMin CUHAPOM
(KADC) € HEGE3NEYHUM OJ151 KUTTS BapiaHTOM aHTU-
docdoninigHoro cuHapomy (ADC), Lo xapakTepunay-
€TbCS MNOMIOPraHHNM YPaXXEHHSIM 32 KOPOTKMIA MPOMi-
XOK 4acy, rojIOBHUM HYMHOM 4E€pPEe3 MHOXWHHI OKJI0-
3il ApibHMX cyauH. Huabka 3axBOplOBaHICTb (MeHLle
Hix 1% cepep ycix nauieHTiB i3 ADC) BuKIto4aEe Npose-
OEHHSA MPOCNEKTUBHUX PAHA0MI30BAHMX OOCAIOXKEHb.
OcTaHHIM YacoM BiaMiYatoTh 30iNbLLIEHHS KiNIbKOCTi BU-
naakis KA®C, aknii noTpebye HeBiaKNaaHOro iHTeH-
CUBHOTO JlikyBaHHS [1, 2].

HanTsxkya Wwemakonporpecytoya arpecmBHa KiiHiv-
Ha ¢popma ADC npu3BOANTb A0 YUCIIEHHOI TPOMOO-
embornii Ta reHepaniaoBaHux BicLEepanbHNUX ypaxeHb.
MoniopraHHa HeOOCTaTHICTb XUTTEBO BaXJIMBUX Op-
raHiB Ha T/l BACOKOIrO TUTPY aHTUTIA Ao pocdoniniais
(adJ1) € Hacnigkom 3pyLieHb. HaltyacTiwe Big3Hava-
I0TbCS YPaXEHHSA HAPOK, IEreHb, LEeHTPabHOi HEPBO-
BOi cucTeMu, cepus Ta wkipu [3].

3a BM3Ha4YeHHs M AMepUKaHCbKOi MeauyHoi aco-
uiauji (American Medical Association — AMA), Haa-
3BUYAMHI cUTyauii — ue cuTyauii, ki CTaBAsTb XUT-
TS nauieHTa abo GyHkUito opraHa nig 6esnocepeaHto
3arposy. BcecBiTHA opraHisauig 0XOpoHW 340pOB’s
(BOO3) cTBEPAXYE, WO HEBIAKNAAHA AONOMOra CTo-
CYETbCH BUNAAKY, KON ii HEHaJaHHS MOXe Npu3BeC-
TV OO CMEepPTi NauieHTa 3a NiYeHi XBUNHW, a HagaHHSA
nepLUoi 4ONOMOrn — ByAb-KOK 0C0H0I0 — € XUTTEBO
BaXX/IMBUM. Ha npoTmBary ubomy, NOHATTS HEBIAKNAA-

Hoi gornomoru 3a AMA — ue 6yab-sKUn CTaH, SKUN,
Ha AyMKY natjeHTa, Moro ciMm’i abo Toro, XxTo Hece Bifl-
noBiganbHiCTb, NOTPeOye HerarHoi MeaNYHOT ONOMO-
rn. OgHak xBopoba Moxe 6yTH NOBINTbHOK B €BOOLLT i
He 060B’3K0OBO NeTasbHOLO, ane ii cnig nikyBatn npo-
TAroMm Makcumym 6 rog, wo6 3anobirt ceprnosHUm
ycknagHeHHswm [4, 5].

BpaxoByto4m BUCOKMIA piBEHb CMEPTHOCTI, EBPO-
nericbknm dopymom 3 ADCy 2000 p. CTBOPEHUI MixX-
HapoaHu peecTp nauieHTie 3 KADC (CAPS Registry).
AHania peecTpy 003BOIMB AOCAITU 3HAYHUX YCMiXiB
y nikyBaHHi KADC. 3rigHO 3 oTpuUMaHMMK pesyibTa-
Tamu, NiaTBEPOXEHO, WO KOMOIiHALL BUCOKUX 003
rnokokopTukoigis (M'K) Ta aHTukoarynsaHTie (AK) 3 re-
napuvHOM siK Tepaniqa 1-i ninii, y noegHaHHi 3 nnasma-
depesom (MA) Ta/abo BHYTPILLHEOBEHHUM iIMYHOT10-
oyniHom (BBIT) y nauieHTiB i3 KADC 3abe3neymna kpa-
L pe3ynbTaTi Npu 3arpo3nBUX O XUTTS CUTYaLisIX.
3acTocyBaHHS BHYTPILUHBOBEHHOIO UMKIodochami-
oy (CYC) 3HMXyBano cMepTHICTb Y nauieHTiB i3 KADC
Yy NOEOHAHHI 3 CUCTEMHUM YEPBOHMM BOBYakoMm (CYB),
a ponaBaHHs putykcumady (RTX) BusBnsno epektms-
HICTb NpY pedpakTepHOCTi Ao Tepanii 1-i ninii. OgHak
He3BaXaloyn Ha Te WO CMEPTHICTb Bif, LLbOro 3axBo-
PIOBaHHS 3HU3MIACH NPOTArOM OCTaHHIX BOX AECHTU-
NniTb 350 00 30%, Lie BCE e HENPUNHATHUIA MOKA3HUK.
Lis He3apoBoneHa notpeba 3myLlyBana KiiHiLMCTIB
LUyKaTW iHLWIi BapiaHTX NikyBaHHSA [6, 7].

YKPATHCbKWN PEBMATOJIOTIYHWW XYPHAJ o Ne 2 (104) » 2026



nornapn HA NPOBNEMY

MeTa pocnigXeHHs: Ha OCHOBI aHani3y AOKYMEH-
ToBaHux Bunaakis AQC B1M3Ha4MTK NpoBiaHi nabopa-
TOPHI O3HAKWN KOArynsuiiHMX NOpyLUEeHb Ta OBIrPYHTY-
BaT! MEXaHi3aMn BNIVBY.

KpuTtepii BkNtoYeHHs BUNaakKie 4O po3rnsany: O3Ha-
K1 OkNo3ii cyamH abo Ok03iHOro BMMBY Ha Mo-
Hapn 3 opraHu, cuctemm Ta/abo TKaHUHU.

Hamu BU3HaveHi HaCTynHi TpurepHi dakTopu B pOs-
BUTKY KADC: iHdekLii, XipypridHi BTpy4aHHs, TpaBMU,
BiAMIH@ aHTMKOAryAsaHTHOI Tepanii, NyxXJNHU, BaKLM-
Hauig, oediunT cCUCTEMU aHTUKOAryIaHTHOI perynsuii,
acoduiaujis 3 aBToiMyHHUMU npouecamu (CHB, cuHa-
pom LlerpeHa, cuctemHa ckneponepmisi, pesmaTtoif-
HUI apTpuT, HecneumdiyHMn BUpa3kosui konit). Came
TpurepHi paktopun KADC iHiuitoBanm «TpoMOOTUYHUIA
LUTOPM», MOTYXHICTb IKOro HaliBiNbLL BUPa3HO BU3HA-
Yyana kniHi4Hy kapTuHy KADC.

TpOMBOTNYHO-3anasnbHEe 3aXBOPIOBAHHS aBTOIMYH-
HOrO reHes3y CynpOBOAXYETLCSA CTIMKMM MiABULLEHHAM
BMmicTy B,GPI Ta aHTudocdoninigis (adJ1). AHTuTina
00 Bil’EMHO 3apsaaKeHnx abo HenTpanbHUX Gocdoni-
nigis (PJ1) i pochoninipoTponHmx Ginkis kposi (B,GPI
Ta NpoTPoMbiH) € NnpoBigHUMuK [8].

P03BUTOK Ta 36iNbLUEHHS BUPaXXEHOCTI rinepkoary-
NALIAHOro CUHAPOMY 3yMOBJIIOBANN YNCEHHI pakTo-
puv: aKkTUBaLis KINITUHHUX CUFHANIBHUX LWASXIB, TPAHC-
KpUnujis TKAHWHHOTO pakTopa Ta MoJsiekyn aaresii, ak-
TUBALLi KOMMIEMEHTY, SHVXXEHHS NPOAYKLUii okenay
asoTy, iHakTMBauis ¢ibpuHonidy adJl, BUBINbHEHHS
HerTpodinbHMXx nactok (NETs). Hacnigkom rinepkoa-
rynsuiiHoOro cuHapomy (76%) 6yno MHOXWHHE reHe-
panisoBaHe TPOMOOYTBOPEHHS 3 PO3BUTKOM KPUTWY-
HOro ctaHy. CTyniHb MPOrpecyoy0i akTMBaL,ii yTBOPEH-
HS TPDOMOIHY i NPUTrHiYeHHS GiIBPUHONIZY (Nig BNAIMBOM
3HWXeEHHSN Aji okpemmx dakTopis kposi C i S, aHTK-
TpomOGiH Ill), pO3BMTOK MAaCUBHOI TKAHUHHOI 0ECTPYK-
LiT, BUKMA, Npo3ananbHuX LLUTOKIHIB B PyC/1I0 KPOBI 3y-
MOBJIIOIOTb NPOrpecyBaHHs CUMNTOMATUKN CUHOPOMY
cucTeMHoi 3ananbHoi Bignosigi (CC3B) Ta cMHapomy
OMCEMIHOBAHOMO BHYTPILWHBOCYANHHOIO 3ropTaHHS
kpoBi (AB3-cungpom) [9].

MaTtodgisionoria KA®C nuiie 4acTKOBO BUBYEHA 1A
06rpyHTOoBaHa. HabyBae YMHHOCTI rinoTesa «noTpii-
HOro ygapy». Ana tpaHcdopmaii rinepkoarynswin-
Horo cTtaHy npu KA®C matoTb 6yTn HasiBHI 4,00aTKOBI
npPOTPOMBOTUYHI pakTopun. CTUMynALii eHaoTenianb-
HUX KNiTUH aPJ1, a TakoX iIMyHHUX KNiTWUH 32 AONOMO-
roto B3aEMOZIi 3 aHIOHHVMU JeTepMiHaHTaMu CNpusie
kodakTop B,GP1. Lle npn3BoauTb 40 NPOKOAryAsHTHO-
ro CTaHy, NPUrHiYeHHs PibPUHONITUYHUX CUCTEM, aK-
TuBauji Henmtpoodinie, NETS, cUrHanbHUX LUASXIB, TAKNX
ak aaepHun dakTop-kB (NF-kB), 1o nos’a3aHo 3 Npo-
3anasbHUM Ta NPOKOoArynsaHTHUM npodinem eHpoTe-
nianbHUX KNiTUH. Ekcnpecis monekyn aaresii Ta iHTeH-
CUBHE BUPOONEHHS LIMTOKIHIB BUKIMKAIOTb 3anasneHHs
Ta Tpom0603. Kpim Toro, adJ1 3yMOBNIOOTb 3HUXEHHS
aKTVUBHOCTI eHaoTeNianbHOi CMHTa3M OKcuay a3oTy, No-
ripLIeHHs PO3LUMPEHHS CYAVH i aaresito TPoMOoLNTIB.
B akTumBauji TpombounTiB 6epyTb y4acTb Makpodaru,
HENTPOdINM Ta iHWIi KNITUHHI YTBOPEHHS, NMOBIPHO,
pasoM 3 OeAKMMU e HE BUSBIIEHVUMU FEHETUHHUMMN
dakTopamn. OTpuMaHi gaHi ceigyaTb NPO akTUBaL,ilo

K KNACUYHWX, TakK i anbTEPHATUBHUNX LLISXIB KOMMEe-
MeHTYy npu KADC. Lle moxe 6yTn NoSICHEHO BifbLu BU-
COKOI0 YaCTOTO BapiaHTIB y reHax, Lo KoayoTh Binku,
AKi PerynioioTb aibTePHATUBHUI LLNISAX KOMMJIEMEHTY
y nauieHTiB i3 KADC. MposBm cMcTeMHMX XBOPOO cro-
JIYYHOT TKAHWHW Ha TNi HAOMIPHOIO BUKMAY LMTOKIHIB
B KPOB YPaXXEHMMMU | HEKPOTU30BAHNUMM TKAHHAMM 3a-
nMycKaloTb Kackaj, koarynsuiiHnx nopywexs [10, 11].

HoBi gocnigxeHHs in vitro 3ocepeaXeHi Ha poni
nigknacis aB,GP11gG y natorenesi KA®OC. [ilicHo,
aB,GP1 IgG naujeHTie 3 KADC nokazanu nomMitHe 36isb-
LLIEeHH$ BiceKLii, aranakTo3nnboBaHUX rikonenTuais,
GbYKO3UIOBAHHSA Ta cianisauii, Lo HaTaKkae Ha na-
TOreHHy ponb raiko3unioBaHHa af,GP11gG B nato-
reHesi APC i MMOBIpHY ix ponb ik mapkepis KADC.
dykosunioBaHHA aapa nigknacis aB,GP11gG1/2 Tic-
HO noB’a3aHo 3 KADC i nOTPiiHOW NO3UTUBHICTIO
adJ1. OnucaHi NpoLecn MOXyTb 3MiHIOBATU PYHKLLT
aBTOAHTUTIN, HANpWKnag, BNAMBaTK Ha 3B’A3yBAHHS
C1q, 3ananeHHsa, onocepeakoBaHe Cba, Ta aHTUTI-
5103aneXxHy UMTOTOKCUMYHICTb KNiTUH npu KADC. Lii-
CHO, 3MmiHeHe N-rnikosunioBaHHsa IgG Fc aB,GP1 pe-
MOHCTPYE npo3ananbHuii xapaktep npu APC [5, 12].

Y 3B’A3Ky 3 HaA3BMYAMHOIO PIAKICTIO Ta BiACYT-
HiCcTio mopeneli in vitro/in vivo natogisionoria KAPC
BCe Le cnabo BMBYeHa. NpuymrHa BiaCyTHOCTI A0CHi-
I>keHb naTtodizionoriyHmnx mexariamie C4B B OCHOBHO-
My NMOB’aA3aHa 3 TPYAHOLLAMM 360py 3paskiB CUPOBATKM
KPOBI nig,4ac roctpux eni3ogis. Li TpyaHOLLi NoB’a3aHi
3 HU3bKOIO MOLUMPEHICTIO 3aXBOPIOBAHHSA, CKaAHIC-
Tio andepeHuiauii Moro Bif, iHWMX MikpoaHrionaTny-
HUX CTaHiB Ta BUCOKNUM PiBHEM CMEPTHOCTI. BinbLwicTb
naTodizioNnoriyHMX rinoTes BUNIMBaKTb 3 PETPOCNEK-
TUBHUX AaHux peectpy KADC, a Takox ekCcTpanonsLiin
3 ¢izionaTonorii AQC.

CneuudivHoto xapaktepuctmkoio KADC € Te, Wwo
y 60% nauieHTiB BUSBNSOTE OAMH abo Kinbka MpOBOKY-
BasIbHUX PaKTOPIB, 0COBAMBO iHDEKLT, sIKi HasBHI B 30—
50% BuNazKiB. IHLLI BUSIBAEHI TPMUIrepn BKAIIOYAIOTh BariT-
HICTb (22%), XipypriyHe BTpy4aHHs abo TpaBmy (17%),
HOBOYTBOPEHHS (16%), npuinom koHTpauenTmeis (10%)
ab0 NPUNUHEHHS NPUAOMY aHTUKOAryNSHTIB. Y 0aHO-
ro i TOro camoro naujeHTa Moxe 0yTu Kinbka NPOBOKY-
BasIbHMX HaKTOPIB (HANPWKIAA BiAMiHA aHTUKOArysisiH-
Ta 3 NoganbLUNM XipypriYHMM BTpPyYaHHSIM abo 6ionci-
€lo y naujeHTiB i3 Heonnagieto Ta adJ1). OcHoBHI MyTauji
B reHax perynsii KOMnIeMeHTYy MOXYTb CIYXXUTU «Opy-
M NOLUTOBXOM», LLIO MPU3BOANTb O HEKOHTPOJIbOBA-
HOI aKTVBaLLi KOMMIEMEHTY i BiflbLL TAXKKOrO TPOMBOTMY-
Horo peHoTuny. Lla rinotesa «noagiiHoro» abo «noTpin-
HOro ygapy» Moxe OyTu 3acTocoBaHa o0 OyOb-SKOro
nauieHTa 3 noniopraHHOK HeAOCTaTHICTIO. Y 3B’A3Ky
3 TPYOHOLLAMM AiarHOCTUKN B FOCTPUX CUTYaLisiX TOY-
He BMBYEeHHS (akTopiB, Lo NpoBokyTb KADC, inmo-
BipHO, NOKM LLIe HepockoHane [13].

ocTpuii noyaTok Ta reHepanisauis MpoLecy TPOM-
OOYyTBOPEHHS (apTepii cepeaHboro kaniopy, rnmbdo-
Ki BEHM) BNPOAOBX AEKINbKOX AHIB NPOBOKYIOTb TSX-
Ky NOMiOpraHHy He0CTaTHICTb Ta BUCOKY CMEPTHICTb.
CucTtemMHicTb TpOMB03ananbLHOro cTaHy ctae gatasb-
HOI0, KaTtacTpodiyHOIO, a PiBEHb CMEPTHOCTI CTaHO-
BUTb Mmaixe 48% [14].
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O6rpyHTYBaHHS TDOMOOLMTOMEHIT Y MOSIOBUHK Na-
uieHTiB i3 KA®C e cknagHoto npobnemoto. Tpombo-
untapHuin paktop 4 (PF4), uneH cimencrea xemo-
KiHiB, CEKPETYETbCSA aKTMBOBAHMMMU TpOMOOLMUTAMU
Ta Ma€e YMCIEHHI NPOTPOMOOTUYHI edekTn, 3o0Kpe-
Ma iHribyBaHHS iHakTuBaLii TPOMOIHY aHTUTPOMDi-
HOM, MOTEeHLjl0BaHHA arperauii TpoMoouunTiB i Npu-
CKOPEHHS po3LLenyieHHs akTueoBaHoro binka C. Came
PF4 € aHTureHHoto miweHHio ADC. AHTuTina PF4 6e-
PYyTb y4acTb Y renapuH-iHayKkoBaHin TpomoboumTone-
Hii. YacTka naujeHTie 3 APC mana TpomMOoLUUTONEH 0
3a PaxyHOK HELLOAAaBHbOrO0 KOHTAKTy 3 renapuHOM.
PiBHi aHTN-PF4 Abs kopentoanu 3 pisHamu IgM adJ1
i IgM anti-b2 GPI Abs, ane mann akTMBHICTb He3anex-
HO Big, 060x [15].

FonoBHWMI nabopaTtopHUii NapanoKe LbOro cra-
HY — Ue M04OBXEeHHSI aKkTBOBaHOIro 4aCTKOBOIro
TpombonnactnHoBoro Yacy (A4YTH) (tabn. 1, 2). 3a-
3BMYaM OOBrUiA Yac 3ropTaHHs O3Hayae pPU3NK KpPo-
BoTedi. MpoTe npu KADC Le cBig4MTb NPO HaBULLINIA
pu3nk Tpom603y.

Ta6nuug 1
KniouoBi noka3uuku koarynauii npu KAGC

3MiHn

npu KA®GC

Pi3ko no3uTuBHuUiA [0n0BHUIA TpUrep XBopoou.
ABTO@HTUTINA 3MYLLYIOTb KPOB
aKTMBHO 3ropTaTucs.

Moka3Huk LLlo ue o3Havae

Bosuakoswil aHTu-
koarynsaHr (BA)

AYTY MopoBxeHwit (na- Y npobipLi KPOB 3ropTaeThest
panokc) [IOBLUE Yepe3 BMIWB aHTUTIN, ane
B TiNi naujeHTa iine dypxnuse
YTBOPEHHSI TPOMOIB.
Tpombouuty 3HauHO 3HNXeE- KnituHu KpoBi MacoBo BuUTpaya-
Hi (TPOMOOLMTO-  10TBCS HA CTBOPEHHS TUCSY Mi-
neHis) KpOTpOMOiB.
D-numep Pi3ko nigBuwe-  OpraHiam HamaraeTbCcs po3yn-
HUiA HUTU BENNYE3HY KiNlbKICTb TPOM-
6iB, 110 yTBOPUAMCS.
dibpuHoreH 3HuxXeHuit a6o binok WBeuaKo BUTPAYAETh-

B HOPMi Csl, OCKiNbKM 3 HbOrO ByAYI0Thb-
¢ Tpom6m (ocobnuso npu AB3-
CUHAPOMI).
MpoTpom6iHoBNiA MopoBxenunit Moka3sye nediuut dakropis

yac (MY) / mixHa-
pOAHe HopMani3o-
BaHe BiAHOLIEHHS

3rOpTaHHs KPOBI, SIKi BUCHAXY-
10TbCS Yepe3 reHepanizoBaHuin
npoL,ec TPOMOOYTBOPEHHS.

(MHB)
AnTutina fio kap- Bucokuii piseHb  TTiaTBEpAXYE IMYHHY NPUPOAY
pioninivy/ B,- KaracTpodu Ta ataky Ha Bnac-

r1iKonpoTeiHy Hi CyAVHMU.

Ta6nuus 2
Tunogi uucnoBi 3HayeHHs A4YTY Ta noB’A3aHUX i3 HUM TeCTiB
AN Uboro napagokcanbHoro ctany AGC

Tect /no- Hopma 3HayeHHs Yomy Tak BiabyBa-
Ka3HMK npu KA®GC €TbCs
AYTY 25-35¢ MoHap 45-80 ¢ AHTutina GnokyioTh pea-
reHTu y npobipui, Wryy-
HO MOJOBXYI0YM Yac.
TecT 3mi- Kopekuis He kopuryetbcs  [lonasaHHs 3A0POBOi
LUyBaH- [0 HOpMK nna3mu He BUMPaBnse
He (Mixing yacy, 60 aHTuTINa nauj-
study) €HTa PYWHYIOT i ii.
dRVVT (tect CniBBigHO- lMoHap Cneuundiynnii Tect
i30TpyTOl0  WweHHs <1,2  1,5-2,0+ Ha BA, akuii nigTeep-
rafiokum Pac- IXye napafokc.
cena)

nornap HA NPOBNEMY

LincHo, Moxe 6yTn He3pO3yMino, Yn BinOYBaETbLCSA
B 0cobu 3 nosntmeHumMK adJl1 Ta giarHozom APC abo
6e3 Hboro nporpecisa 4o KADC. KADC moxe npossns-
TUCS Ha Ni3HIN CTaAil 3aXBOPIOBAHHSA, KON BXE HasB-
Hi MHOXWMHHI TPOMO03K Ta TpoMboLumToneHis. B ocib,
Y IKMX B KiHLLEEBOMY MiACcyMKy po3smBaeTbecsa KADC, 3a-
3BUYaAl NPOSBASIOTLCS MHOXMHHI TDOMOO031 i, ik npa-
BUJIO, TPOMOBOUMTOMNEHIA. Y BiNbLIOCTI NauieHTIB Bif-
MidatloTb MONIOPraHHe ypaxeHHs (i YacTo nosniopraH-
HY HELOCTaTHICTb) HA MOMEHT 3BEPHEHHSI (PUCYHOK).
IMpakTM4HO KOXHA cMcTeMa OpraHiB Moxe OyTn ypa-
xeHa [6, 16].

Y 3BmyanHmnx xsopmx A4TYH BuLLe 70 ¢ Bka3ye Ha 3a-
rpo3y Tsxkoi kposoTeui. Mpu KADC Taki undpu cynpo-
BOXYIOTbCS MACOBVM YTBOPEHHSIM TDOMOIB Y HMPKaX,
JIereHsax Ta roJIOBHOMY MO3KY.

I AxtudocdoninigHi antutina ]
v

[ ATaka Ha CyAVHM Ta MOHOLMTH ]

2

BupineHns TkaHuHHoro ¢paktopa (TF) ]

A

Komnnexc TF + Vila i_ —V

v

[ AktuBauis dakropa X = Xa ]

—b[ ®akTop Xa + Va l
!

[ ®axrop 1 > lla (rpnmﬁin)J

v v
TOTANIbHWI MIKPOTPOMBO3 Bnokapa npupoaHuX ranbm
Butpara ¢akropai I, II, V, VIl (npotei C BUMKHEHO)

SHIDKEHHA PiBHA TpOMBOLWTIB

. « lwewmin Ta cMepTL KNTHH J

' !

BTOPUHHWiA iB3/ MONIOPTAHHA
KPOBOTEUI HEQOCTATHICTb

PucyHok. MexaHiam po3BuTky BTOpMHHOTO [1B3-CrHAPOMY, KPOBOTEN,
noniopraHHOi HeaOCTaTHOCTI

[MpuMiTKn: TkKaHWHHWIA dakTop i dakTop VI € rONOBHUM «KKOYEM 3anantoBaH-
H81», IKWIA QHTUTINA NOBEPTAIOTb 15 CTAPTY «IUTOPMY»; GpakTop Xa Ta TPOM6iH
(lla) — ronoBHi aBUryHu katacTpodu. BoHn npawotoTs, sik KOHBEEP, L0 6e3 3y-
nuHKN Bupobnse Tpombu. Ha etan dbaktopa Xa 3a3Buyail HamaraioTbCs LifTu
nikamu (renapuHom), o6 3ynuHuti npouec; daktop | (dibpuHoreH) — KiH-
LieBa PEYOBWHA, SIKa NePeTBOPIOETLCS HA BIBPUH — CITKY.

Y 300p0BOi NOAMHU aHTUTPOMOGIH Il npautoe
AK NpupoaHe ranbmo. BiH He oae KpoBsi 3acTuratm Bce-
peauvHi cyamH. Ane npu KADC Tpombis cTae Tak bara-
TO, WO Len 6inoK BUTpaYaeTbCs NOBHICTIO. Konu ioro
piBEHb 3HMXYETLCS HUXKYE MONI0BUHN, OPraHi3m BTpa-
Yyae 30aTHICTb CaMOCTIIHO 3YMNUHATN YTBOPEHHS HO-
BUX TPOMOIB. HYepes Lie xBopoba noynHae po3BmnBaTm-
c4 Wwe weuawe. HagxoanTb NOBHE BUCHAXEHHSA aHTN-
TpomOiny Il [17].

LUn3ounTn — Le He OKpema PeyoBmHa, a LUMaTOo4-
K1 3pYMHOBaHMX YHePBOHUX KNITUH KPOBI (EPUTPOLUTIB).
Konw cyamHmn opranie 3a61BatoTbCs CiTkaMu 3 TPOMOIB,
anpocTip ycepeamHi HUX CUTbHO 3BYXYETLCA. EpUTPO-
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nornapn HA NPOBNEMY

LUTU HA BENUKIN LUBNAOKOCTI HATUKAKOTBLCA Ha L FOCT-
pi GiBPUHOBI CiTKM | BYKBaNbHO PO3PUBAIOTLCS HABMIS.
MosiBa WIM30UUTIB Y Masky KPOBi — L& NPsSMnii okas
TOro, WO B OpraHax npsiMo 3apas iie MacoBe PynHy-
BaHHSA Kaningapis.

MpoaykTn perpapauii ibpuny (NAD) Ta po3ynH-
Hi ibprHMOHOMepHi komnnekcn (POMK) — e ximiy-
Hi «ynamkun»:

e POMK nokasytoTb, LLLO B KPOBi € BeNMye3Ha Kifb-
KiCTb «OyAiBENbLHOro Martepiany», akuii rOTOBUIA
OyAb-5IKOi CEKyHAM NEPeTBOPUTUCS HA HOBUM
Tpomb;

e [10D nokasyoTb, LLIO OPraHi3aM HamaraeTbCcsi PO3-
YMHUTK BXE iCHYIO4i TPOMOWM [18].

Bucokuin piBeHb Lmx 060X MapkepiB 04HOYACHO

Kaxe npo Te, WO B CyANHax Nae CNpaBXHS BillHa MiX
YTBOPEHHSAM TPOMOIB Ta iX pyriHyBaHHaM (Tabn. 3).

TaGnuus 3
JNaGopaTtopHi 03Haku nopywexb npu KAGC

MokasHuk 3miHa npu ypa- Lo ue o3Hayae B opraHiami
XEHHi opraHis

PiBeHb aHTU-  3HMXYETbCS HUX- [0ONOBHUIA MPUPOLHNIA 3aXMCHUK Bif,

TpoMmGiHy Il ye 50% TPOMGiB MOBHICTIO BUCHaXeHMii. Op-
raHiam 6e33axvcHMmii.

Lnzoum- 3'9BASI0TLCS Lle ynamku eputpouuTis. Bonu pyii-

™ (y Ma3ky Y BEJVKIN Kiflb- HYIOTbCS, KON HA LUANeHii WBMAKO-

KPOBI) KOCTI CTi nponiTaloTh Kpi3b 3a6uTi TpOMOa-
MU CYAVHM.

Mpoayktn fe-  Pi3ko 3pocTatoTb  MokasyioTb, L0 Nyxki TPOMOW NOCTil-

rpagauii ¢i- HO po3najaloTbes | 3abuBatoTb ApibHI

Opuny (NAP) Kaningpu HUPOK Ta NereHb.

Yac 3roptaHHs [of0BXeHuI
nnasmu KpoBi  y pasu

CBigunTb NPO HacTaHHs dasu rino-
Koarynauji (kpoB BTpayae 3aTHICTb
3roprartucs).

lMapagokc 4acy 3roptaHHs. NOAOBXEHHSA Yacy
3ropTaHHsa Naa3mMm KPOBi BKA3ye Ha MO4aToK HalHe-
6e3neyHiwoi pasn. Kpos nauieHTa BuTpatmna abco-
JIIOTHO BCi pakTOpPV 3ropTaHHA Ha CTBOPEHHS TPOM-
6iB B opraHax. Y pesynbTaTi cama pigMHa KpoBi cTae
«MOPOXHbOK». AKLO Y NauieHTa BUHUKHE HaBiTb Ma-
JieHbka nogpsinuHa abo BHYTPILLHSA TPiLLWHA CYAUHN,
KPOB He 3MOXe 3anekTucs. Lle cTBoploe cuTtyadito,
KON MaLieHT O4HOYACHO NnoTepnae Bif, 3aKyrnopKu
CYOVH yCepeaVHi opraHis Ta Bif, CUIbHUX KPOBOTEY
330BHi [17].
deHomeH 3arnycky Tpomb603y (rinepkoarynsis).
AHTUTINA aTakylTb CTIHKM CYAVIH, Yepes W0 KNiTUHN
MOYNHAIOTb aKTUBHO BUAINATN «BOPOTa» AN TPOMOIB:
e TF / dakTop lll: BUAIiNgeTbCa yLWKOOAXKEHNMU CY -
ONHaMW Yy BEIMYE3HIN KiNnbKOCTI. BiH € ronoBHUM
TpUrepom yciei karactpodu;
e pakTop Vlla: 3B’a3yeTbcsa 3 TF. Pasaom BOHU
YTBOPIOKOTb MOTY>XXHUN KOMMJIEKC, KU 3arnyc-
Ka€ NaHLIoroBy peaku,iio;
e (hakTOp Xa: akTUBYETLCS LM KOMMJIEKCOM. BiH
npautoe K rONOBHUIA MHOXHUK TPOMGBIB Y KPO-
Bi.
deHoMeH BUMKHEHHS 3axmCTy (6/10kafa ranbm).
Y HOpMI opraHiam mae 6inku, Aki 3ynuUHSAIOTb PICT
Tpomb6iB. AHTUTINA Nnpyn ADC MOBHICTIO BUMMKAOTb
LLen 3axu1cT:
e dakTop lla (TpomMb6iH): cTae HekepoBaHMM. 3a-
3Buyai 6inok C 3a gonomoroto Tpoméomonyni-

HY CTpUMYE TPOMOBIH. Mpu ADC aHTuTINa 610-
KYIOTb Lel npouec, i TPoMbiH novmHae 6e3 3y-
MUHKW NINUTN HOBI TPOMOWU;

e dbakTopun Va Ta Vllla: 3a3Bunyaii ix pyinHye 6i-
nok C, wo6 3ynnHnTK 3roptaHHs. Yepes 6510-
Kaay 3axmcTy Ui pakTopun 3annLLaTbCs akTUB-
HUMW 3aHaATO AOBrO i NOCUNIOIOTL TPOMOOTNY-
HUN «LUTOPM».

deHoMeH BUCHaXXeHHS Ta KpOBOTeYi (koarynona-
Tig cnoxuBaHHa). Konu TpombGiB cTae 3aHaaTo 6a-
raTto, pecypcu KpoBi 3akiH4ylOTbCHa. PO3BMBAETHLCS
OB3-cuHapom:

e bakTop | (pibpuHOreH): macoBo NepeTBOPIO-
€TbCa Ha GiIBPUH ANng NobynoBKM CiTOK TPOMOIB.
Moro piseHb y nnaami KpoBi CTPIMKO 3HUXYETb-
cs;

e pakTopwm I, V, VIII, X: NnOBHICTIO BUTPayaloTb-
€S Ha MikpOTpoMOU B opraHax. Yepes ix gedi-
LMT KPOB Y BEJINKMX CYAMHAX BTpayae 30aTHICTb
3ropTaTucs, Wo Npu3BoauTb 40 KpoBoTe [3, 9,
17].

FocTpuin noyaToK Ta reHepanisauis npouecy
TPOMOOYTBOPEHHSA (apTepii cepeaHbOro Kaniopy,
rnMboKi BEHW) BMPOAOBX AEKiNIbKOX AHIB MPOBOKYIOTb
TAXKY MONIOPraHHy HeAOCTaTHICTb Ta BUCOKY CMepT-
HicTb. CuCTEMHICTb TpOMB0O3anasbHOro CTaHy cTae
daTanbHOo, KaTacTPOdIivHOIO, a PiBEHb CMEPTHOC-
Ti cTaHOBUTb Manxe 48% [5].

IHCyNnbTU (uepebpanbHiiHGapkTK) € HaNbiNbLL 3a-
rpo3nueum ycknagHeHHam KADC. YpaxeHHs ueHT-
panbHoi HepBoBOi cuctemun (LULHC) 3anexHo Bifg,
06’eMy Ta nokanisauii NpoLecy BUKINKAKTb NEBHY
HEBPOJIONiYHY CUMMTOMATMKY, Pi3HI NposiBM eHueda-
nonarii. Yacom npu iHCYNbTi MOXe 36inbLuyBaTUCS
30Ha ypaxeHHs, Lo XxapakTepuayeTbcs 30inbLUeH-
HAM BUPAXEHOCTi Yy NaLieHTa HEBPOMOMiYHNX O3HaK
natoJsorii. HanbinbLw xapakTepHMMK NPOsiBaMu cTa-
I0Tb ypaXeHHsa nepudeprnyHoi HEPBOBOI CUCTEMU
(MHOXMHHa nepudepunyHa HeponarTia) [8].

YpaxeHHs nerexHb npu KAPC nposBnsaeTbCca re-
HepanizoBaHNUMM YLLUKOOXXEHHAMMN NMapeHXiMu, iHKO-
NNy NOEAHAHHI 3 iIHTpaanbBEOISIPHUM HAOPSAKOM Ta
aNbBeO0JIAPHOIO remoparieto, embonieto abo Tpom-
©030M rinok nereHeBoi apTepii, rocTpM pecnipa-
TOPHUM OUCTPEC-CUHOPOMOM Ta JIereHeBolo KPOo-
BoTeuvelo [4].

Y pasi ypaxeHHsa cepus cumMnrtoMmatTmka Moxe
NPOSABAATUCA BaNibBYJiTaMu, 3MiHAMUN CTPYKTYpwH
cepueBux KnanaHis, iHKOM i3 GopMyBaHHAM Hea0-
CTaTHOCTI MIiTpanbHOro knanaHa. Y iHWux XBOpPux
cepuesa naTosiorid MOXe xapakTepudyBaTucs Ha-
nagamun CTeHokapgii i, Xo4 i pigko, iHdapkTom mio-
Kapjda Ta cepLeBOoio HegocTaTHicTio [4, 8].

YpaxeHHs HUPOK CYNPOBOAXYETbCH Mif-
BULLEHHAM pPiBHS KpeaTUHiHY B nia3mi KpPOBi
(mo 50%), BMpaxxeHOo apTepianbHOIO rinepTeH3IElD
(180/100 mm pT. CT. i BMLE) Ta/abo [o60BOI NpO-
TeiHypieto noHan 500 mr/24 rog, [3].

TpomboTuYyHa mikpoaHrionaria (Tabn. 4, 5) 3 06-
CTPYKLIEIO CYOVH BUABNAETLCH YTBOPEHHAM TPOM-
0iB y peHanbHUX apTepisx, apTepionax, BeHax Ta ka-
ninspax HUPKOBUX kNyooukiB. Y Beix Bunaakax KAPC
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HEeObXiAHO OOCIANTM CTaH HUPOK, OCKINbKKW LEel op-
raH ypaxyeTbCa 4acTo, 30KpEMaA I Ha paHHix eTanax
PO3BUTKY CUHAPOMY. Y YacTuHU xBopux Ha KADC
BiAMIYaIOTb YPaXEHHSA KiCTKOBOrO MO3KY: Manxe
y 70% BunagkiB pO3BMBAETLCH TPOMOOLUTOMNEHIS
(<100 000/™mKn), y 25% — remonituyHa aHemis [12].

Ta6nuus 4
Oxpemi kniHi4yHi 03Haku MikpoBackynspHoro APC Ha Tni
KOarynauiiHux 3cysis

Opran /cuc- CraH / onuc
TeMa
Cepue XBopoba miokappaa: HeBenuki TpOMOM B cepui, Lo npu-

3B0A4Tb 10 ANCHYHKLIT cepus.
[onoBHMiA MO30K [0CTpa iwemiyHa eHuedanonaris: HEBEAMKI 3ryCTKH, L0
BUKIMKAIOTb CMJTYTaHICTb CBIOMOCTi Ta/abo cumnTomu,
CXOXi Ha iHCYNbT.
HepocTaTHiCTb HAAHMPKOBMX 3aN103: 3ryCTKM KPOBI Ta
KPOBOTEYA B HAAHMPKOBX 3a103aX NPU3BOAATb [0 He-
[0CTaTHLOTO BUPOOIIEHHS FOPMOHIB, PO3BUTKY TaKMX
CUMNTOMIB, Ik BTOMA, CNAaOKICTb, 3MEHLLIEHHS MACH Tina
Ta HU3bKWIA apTepianbHUl TUCK.

HagHupHukn

TabGnuus 5
Okpewmi kniHiyHi 03HaKu mikpoBackynsipHoro AQC
Ha T/ KoarynsiuiinH1x 3cyBiB
KA®C TTN-ryc AB3 HELLP
HosonoriyHa dopma

MikpocynuHHuit TpomM603 + + + +
MakpocyanHHnit Tpomb03 A = = +
KpoBoBunus - - + +/-
lMoniopraHHa HeAOCTaTHICTb s 1= = A=
HupkoBa HegoCTaTHICTL +/- ++ - /-
lopyLeHHs NCUXIYHOrO CTaHy +/- +/- = +/-
3axBOPIOBaHHSI NiereHb ++/- - - 4=
CepLeBi 3aXBOPIOBAHHSA +/- - - -
BaritHicTb + - +/- +
IHdekuis "H= “H= = -
3N09KiCHi CTaHu +/- - +/- -
['emoniTnyHa aHemis = 1 = i
LWunctoumntn +/- ++ +/- +
TpombouuToneHis “H= S A +
Tpusanuit YTMY +/- - + -
®ibpuHoren Hopma Hopma 4 Hopma
MeviHKoBi pepmeHTH T Hopma Hop- 711
Ma

ADC ++ - = =
ADAMTS13 Hopma 4 ¢ Hopma
Anti-PF4 - - _ _

Mpumitkn: TTM — TpomBoTHYHA TpOMBOLMTONEHIYHA nypnypa; YC — remo-
NiTUKO-ypeMiyHnin cuiapom; HELLP — remonis, nifBuLLeHNii piBeHb NeYiHKo-
Bux pepmenTiB; CHK — cknepoaepmiyHa HupkoBsa kpusa; YTMY — yacTkoBuii
TpombonnacTuHosmit yac; ADAMTS13 — pesiHTerpuH i MmetanonpoTeiHasa
3 MOTUBOM TpoMbocnoHauHy 1-ro Tuny, uneH 13; Anti-PF4 — aHTuarperaHt-
Huit pakTop 4.

YpaxeHHSs LLYHKOBO-KMNLLKOBOIO TPakTy y Ta-
KMX XBOPUX MOXYTb MPOSBAATUCSA rOCTPMM BonemM Ta
crnasmamum B HEPEBHIN NOPOXHUHI, 3OYTTAM XMBOTa Ta
M’SI30BMM HanpyXeHHsm [6].

lnepdepntnHemis ctae biomapkepom, KN Moxe
nonomorTu BiapidHnTn KAMDC Big knacuyHoro ADC
(~800 Hr/mnvs ~100 Hr/mn; p<0,001); oaHaK NOKM LLLO
HE3’ICOBAHO, 4/ AOMNOMOXE MiABULLEHNI PiBEHb de-
puTUHY BigokpemuT KADC Bif iHLLMX MPUYNH KPUTNY-
HUX 3axBoptoBaHb. KADPC Moxe NposBRsSTUCS MiKPO-
aHrionaTM4YHO reMosiTUYHOW aHeMieto (21,7% naui-
eHTiB y peecTpi KADC, i audepeHuitoetsca Big TTI).
Mpn TTI pigko HaaBHi adJ1, a AKLLO BOHW | BAHNKAIOTb,

nornap HA NPOBNEMY

TO MaiXe 3aBXAM 3HAX0AATbCS Ha piBHi HMX4e 40 Oa./
Mi. Takox kopucHum ana amdepeHuiauii KADC Big,
TTIM € kinbkicTb WwuncToumnTiB: npn KADC piBHI HMXUI,
Hixx npu TTT1. Kpim TOro, ypaxxeHHs nereHb BUKIINKAE
nino3py Ha KA®C, a He TTI. 3BMyaiHo, Lo obuaga Li
CTaHN MOXYTb NPOSIBAATUCS AOCUTb NOAIOHO B AEAKNX
BUNagkax, Lo notpebye 6aratonpodinbHOro nigxoay
[0 po3rnsaay NUTaHHA AndepeHLinHOT AiarHOCTUKMN.

Hamu 3’acoBaHo, o Ha JoaaTok Ao npodinto adJl,
TPOMOOTUYHE HaBAHTaAXEHHs MaujieHTa MoXe MaTu
3HAYeHHS A1 NPOrHO3yBaHHS MaByTHIX TPOMBOEM-
6oniyHnx nodin. YactoTta peumanByrounx Tpomo03iB
y nauieHTi 3 APC Ta i301b0BAHVMY BEHO3HUMU NPO-
SIBAMM HUXYa, HixXX y naujieHTiBe 3 ADC B LinoMy, BKIO-
Yyalyu NauLiEHTIB 3 BUCOKUM PUSNKOM. YPaxoBylo4mn
pU3K1KK, 3 0OEPEXHICTIO PO3rNAAAETLCS NMPU3HAYEH-
HS1 KOPUryBasibHOI Tepanii y NauieHTiB 3 Pi3HOIO Kiflb-
KiCTIO BapiaHTiB aHTUTIN.

BUCHOBKMA

1. KADC cnig ninosptoeaTtu y nauieHta 3 APC,
KU MaEe Kiflbka MicLb TPOMOO03Y, BKIIHOHAOYM MiKPO-
CYOVHHUI TPOMOO03, LLIO NPU3BOANTL A0 OPraHHOI He-
OOCTaTHOCTI.

2. [ponoHYETLCHA aHTUKOAryasiHTHA Tepania cno-
YyaTKy 3 BHYTPILLHbOBEHHUM BBELEHHAM HedpakLiio-
HOBaHOI O renapyiHy Ta MOHITOPUHIOM aHTUKOAry IS HT -
HOro eeKTy 3 BUKOPUCTAHHAM PiBHIB renapuHy aHTu-
Xa, a He A4TY y naujeHTis i3 KADC.

3. MaujieHTiB, Aki 3BepTatoTbes 3 npueony KADC,
cnip, nikyBaTy 3a 4ONOMOr 00 MyNbTUANCLUMMIIHAPHO-
ro nigxoay 3ay4yacTio remartonora, nikaps iH-TEHCUBHOT
Tepanii Ta iHWMX BiANMOBIAHMX CNeLjanicTiB.

4. BugasneHHs Ta Kopekuid, ge ue MoXMBo, npo-
BOKYBaJIbHUX PaKTOPIB MOBUHHI OYTWN BaXX/IMBOIO Yac-
TUHOIO NiKYBAHHA MaLieHTIB, GKi 3BEPTAOTLCH 3 Mpu-
Boay KADC.

5. NpoONoHYETLCA BUKOPUCTOBYBATU MOTPINHY Te-
paniio TepaneBTUYHNMN 403aMU renapuHy, BACOKMMM
nosamu K, a Takox BBII Ta/abo nnasamadepes y na-
uieHTiB, ski 3BepTatoTbes 3 npueoay KADC.

6. Po3rnsapaerbCs MOXIMBICTb 3aCTOCYBAHHSA pU-
Tykcumaby Ta 3BepHEHb 3a KOHCYbTaUIE 0O cnew,i-
anisoBaHOro LEHTPY Os NauieHTiB — HOCITB aHTUTIN,
SIKi HE BiAMOBIAAOTb HA Tepanito 1-i NiHii.
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RATIONALE OF HEMOCOAGULATION
FEATURES IN CATASTROPHIC
ANTIPHOSPHOLIPID SYNDROME
AND THEIR CONSEQUENCES
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City Council, Kryvyi Rih

Abstract. Antiphospholipid syndrome (APS)
is an autoimmune thrombo-inflammatory disease
characterized by a persistent elevation of lupus an-
ticoagulant, anti-B2-glycoprotein-1 (B2GPI), and
anti-cardiolipin antibodies in the patient’s blood.
Catastrophic antiphospholipid syndrome (CAPS)
is a rare and potentially lethal form of APS, charac-
terized by severe thrombotic complications occur-
ring in multiple organs within a short period or simul-
taneously. The complement-mediated mechanism
in the genesis of this thrombo-inflammatory dis-
ease is gaining relevance. By activating neutrophils
through the formation of DNA extrusions (neutrophil
extracellular traps), which possess pro-inflamma-
tory and prothrombotic characteristics, the com-
plement system influences the development
of a thrombotic state. CAPS can cause venous,
arterial, or microvascular thrombosis in the deep
veins of the lower extremities, as well as in the ce-
rebral arterial circulation. Thrombosis can also oc-
curin the hepatic or visceral veins, or within the ce-
rebral venous circulation. The aim of this study
is to analyze the disorders of coagulation hemo-
stasis associated with various CAPS phenotypes.

Keywords: ANCA-associated vasculitis,
granulomatosis with polyangiitis, microscopic
polyangiitis, eosinophilic granulomatosis with
polyangiitis, clinical guidelines,
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