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KaractpogidHnii aHTugoconiniaHni cuHapom (KADC) e HariBaxxHoro, LBUA-
KOMpOrpecyryor Ta arpPecrBHOIO KJTIHIHHOK pOPMOI0 aHTUGHOCHOINAHOro
CUHZPOMY, SIKa CYrPOBOAXKXYETCS YNCIEHHVMM TPOMOOEMOOIisIMU | xapak-
TEPU3YETLCS reHepasli30BaHMU BiCLIEPaSTbHUMUN YPaXEHHSIMU, PO3BUTKOM
riosliopraHHoi HeOCTaTHOCTI, BUCOKOKO CMEPTHICTIO. MeTa AoCnig)KeHHs:
BUKOPUICTaBLLM MaTtepianv rnyosikawi, y3araabHUTy iHbopmMauito Lwoao no-
XODKEHHSI, MeXaHI3MIB PO3BUTKY, KJIHIYHUX MPOSIBIB, METOAIB AiarHOCTUKU,
rporHo3y, pekoMexaauivi Loao nikysaHHs KAQPC. PeaynbtaTtn. AOC e cuc-
TEMHUM 2y TOIMYHHVIM 3aXBOPIOBaHHSIM, SIKe HauacTiLLIe MPOsIB/IIETLCS TPOM-
603amu abo akyLLepCbKMU rpobieMamim, BiAMIHaeTbCs B OCIO i3 NepCcuCcTeH-
uieto aHTngoconiniaHnx aHTUTi. KA®C po3BMBaeTLCS HEHACTO, ane € Haa-
3BUYaliHO 3arpPOo3J/IMBOIO LLIOAO XUTTS natosiorieto. CMepTHICTb y 0cib i3 KAPC
csirae 50%. [Mpu4nHOI CMEPTI y Taknx XBOPUX CTatoTb iHGeKUIi, nosiopraHHa
HeOCTaTHICTb, IHCYbTH, iHGapKkTy. [ns nikyBaHHS naujieHTiB i3 KADC peko-
MEeHYIOTb KOMIJIEKC MPErnapariB i3 BKIIIOYEHHSIM aHTUKOAryJ/sHTIB, KOPTUKOC-
TEPOILIB, BHYTPILLIHLOBEHHE BBEAEHHS iMyHOr100yniHy (IVIG), ceaHcu nnasma-
pepe3sy. [loBeneHo nikyasbHy epekTuBHiIcTb rpmv KADC 6ios10ridHux areHTiB,
Takux sik aHTn- TNF-a MOHOKJI0Ha IbHI aHTUTINa (aaanimyma, LepTosnizymab),
aHTu-CD38 MoHOKI0Ha IbHI aHTUTINa (Aapatymymab), BAFF / Blys-iHribitopi
1a BTK-iHribiTopis (6enimymab Ta 3aHyopyTnHI6). BucHoBku. [11s KADC xa-
PaKTepHUM € LLIBUAKWIA Ae0610T TPOMOO03y oapasy B 6aratboX CyANHHUX PYC-
J1ax, LLJO 3YMOBJIKOE MOIIOpraHHy HeAOCTaTHICTb Ta BUCOKUV PU3VIK CMEPTHOC -
T7i. Take ycknaflHeHHs1 BBAXAETbCS CUCTEMHUM TPOMOO3arnasibHUM CTaHOM.
KA®C cnin Biapi3HSTY Bif iHLLIVX CUCTEMHUX TDOMOOTUYHVX PO3/1a4iB, Takux
SIK TDOMOOTHYHA TPOMOOLMTONEHIYHA rypI1ypa, reMOJIITUKOYPEMIYHI CUHAPO-
MW Vi iHgyKOBaHa renapuvHoOM TpoMboLmTorneHis. HeobxigHa pospobka goaar-
KOBUX MOTEHLIIVIHUX TepareBTUYHUX CTPATEr M, CripsIMOBaHVX Ha KOMITOHEHTU
BPOIXKEHOI IMyHHOI cUCTEMU, 30KpEMA, CUCTEMY KOMIUIIEMEHTY, MOXJ/IMBOC-
Teun iIMyHOMOAY/IIOKHOI Tepartii.

AHTndocdoninigHnin cnHgpom (APC) — ue Hali-
nowmpeHiwa Habyta ¢popma Tpombodinii, ons akoi xa-
pakTepHa HasBHICTb PeuuaMBYOHOro BEHO3HOro abo
apTepianbHoro TpoMm603y Ta/abo naTonorii BariTHOC-
Ti, @ TAKOX NEPCUCTEHLA xo4a 6 OQHOro TUMY aHTUTIN
no docdoniniais (ADJ1) KNITMHHUX MeMbpaH TPOMBO-
UMTIB, KNITUH eHOO0TENII0 Ta HEPBOBOI TKaHWHK [1, 2, 5,
7, 9]. NepBuHHMN ADC MOXKe PO3BUHYTUCS SIK CaMO-
CTiliHa naTonoris, a BTOpuHHNn AGC — B npoLeci ne-
pebiry aeskux ayToiMyHHUX 3axXBOPIOBaHb, 30KpemMa
CUCTEMHOro 4YepBoHOro Boe4aka (CHB) [9, 22, 27, 49].
MowwupeHictb APC y nonynsuji ctaHoBUTb 40-50 BU-
nankie Ha 100 Tmc. oci6. OCHOBHa YacTUHA XBOPUX —
NaM MO0J0ro Biky (nmwe B 12,7% BunaakiB — BiKOM
ctapue 50 pokiB).

KatactpodiyHuin AOGC (KADC), abo cuHapom
AwepcoHa, onucaHuin y 1992 p. [1, 2, 4]. BiH € Hai-
TAXKYOIO, LUBUAKOMPOrPECYIOHOIO N arpeCUBHOIO KITiHIY-

Hoo dopmoio ADC, ska NPOABAAETLCH YNCTIEHHUMU
TpoMb6oeMboisiMu i reHepani3oBaHNMU BiCLLEPasbHU-
MW YPAXEHHSAMM i3 HACTYNMHUM PO3BUTKOM TSXKKMX MO-
niopraHHux gucoyHkuin [9, 22, 27, 49]. Hessaxaroun
Ha Te wo KA®DC BigMivatoTb BiHOCHO PifKO, OCTaHHIM
4acoM MOro BUABNAIOTL BCE YacTille, BiH € Haa3BMYam-
HO 3arpo3IMBUM A1K XUTTS, NOTpebye HeBiaKNaaHO-
ro iHTeHcmBHOro nikyBaHHs. KADC xapakTtepnsyeTb-
CS MHOXMHHMMW TpOMBO3aMn B CyANHAX XUTTEBO
BaXJIMBMX OpraHiB Ta PO3BUTKOM MONIOPraHHOi He-
[ocTtaTHOCTI Npu BUcokoMy Tntpi ADPJ1. HanbinbLu xa-
pakTepHUMM KniHiYHUMK nposBamn KADC e ypaxeH-
HS APIOHUX KPOBOHOCHWX CYAVH, OfIHAK HEPiaKO BOHO
[OMOBHIOETLCS TPOMOO30M BETMKNX KDOBOHOCHUX CY-
avH [4,7,8,13,19].

AK BiAOMO, ayTOIMYHHUIA NMPOLEC PO3MNOYMNHAETb-
CSl'y BUnagKax, Konm npupoaHi CUv 3axmMcTy OpraHis-
My (aHTuTINg, NiMbounTn) 3aMicTb TOro, Wob 6opoTu-
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CS1 i3 YYXKOPIOHVMU LIKIOAVMBUMUY areHTamm i paktopa-
MU, PO3MOYMHAIOTb YPaXKyBaTW LLISIKOM 340POBI BNACHI
TKaHUHW. BCTAHOBNEHO, L0 FEeHETUYHI MexaHiaMu Ta
CTaH HaBKOJIMLLHLOIO CepeaoBuLLA BidirpaloTb CyTTE-
BY POJib B iHiUjaLii ayToiMmyHHOro npouecy [6, 10, 22,42,
44]. KA®C Moxe po3BMBaTUCS Y NaLEHTIB sk 3 nep-
BUHHNM, TaK i BTOPMHHMM ADC, a TakoxXX Y LjiIkoM 310-
POBUX, ypaxKyBaTV IOAEN PI3HOrO BiKy, 4aCTille MOJO-
Anx ocib. XXiHkn XBOpItoTb YacTiwe (69%), HiXX 4YONOoBI-
kn [9, 35, 36].

Lo eTionoriyHnx dakTopis po3sutky KADC Hane-
XaTtb iHDeKUii, TpaBMu, XipypridyHi BTpyYaHHs, Npuaynn-
HEHHS1 aHTUKOAryNSIHTHOI Tepanii, AKWo Taka nonepe-
OHbO MPOBOAMAACS, BAriTHICTb, NYX/IMHW, BaKUMHALLA,
a TakoX AediunT CUCTEMU aHTUKOArynsaHTHOI peryns-
Liii, 30KpemMa 4mcneHHi GopmMu MyTaLin y perynsaTtopHnX
reHax komriemeHty [27, 28, 36, 40, 46]. OTxe, Tpurep-
Hi pakTopn KADC iHiujtotoTb BYpXIMBUIA NPOLIEC YTBO-
PEHHS! BHYTPILLIHBOCYANHHUX 3rycTKiB — «TPOMOOTUY-
HWI WwTopm» [21], WO HanbiNbLL BUPa3HO BU3HAYAE KJli-
HiIYHY KapTUHY L€l naTonorii.

MpoBigHi knacu ADJT npn AOC — ue aHTUTINa
[0 BiEMHO 3apsopkeHrix abo HelTpanbHUX pocdonini-
niBipocdoninigoTponHmx 6inkis KPoBi (B,-rNikonpoTeiH |
Ta NPOTPOMOGIH). [if LUMX aHTUTIN TakoX CnpsiMOBaHa
npoTu KapaioniniHy, pocdoxoniHy Ta pocharanncepm-
Hy. Tak, aHTuUTINa oo kapaioniniHy ABNAOTL COOOI0 IMy-
HOJIOM4YHO FreTepOreHHy rpyny aHTUTIN A0 Pi3HUX K1aciB
imyHorno6yniHis: A (IgA), M (IgM), G (IgG) [3, 5, 6, 34].

Y xBopux Ha ADC Ha rpyHTi CHB BUSIBNSIIOTH BOBYA-
KOBUIA aHTUKOATYJISIHT, IKMIA y NapaaoKcasibHUIA cnoci6
NiZABULLYE YACTOTY PO3BUTKY TPOMO03iB. ADJ1 B3aEMO-
nitoTb i3 pocdoninigamm membpaH KNiTUH eHaoTeNito
CyOVH, a TakoX TpombouuTiB, HenTpodinis, ancpe-
ryniol0Tb FOMEOCTas, CTUMYJIIOIOTb rinepKoarynsuito.
BcTaHoBNEHO, WO Yy CKNagHOMy NaToreHesi rinepko-
arynsigiiHoro cungpomy npu KADC 3agisiHi YucneH-
Hi dakTopu [6, 33, 34, 47]: akTnBaLA KNITUHHUX CUT-
HaNbHUX LWASAXIB, TPAHCKPMMLiS TKAHWHHOIO dakTopa
Ta MoneKkyn agresii, akTmBaL,ist KOMMIEMEHTY, SHUXKEH-
HS NPOAYKLji OKCKay a30Ty, iHakTuBaLia GibpuHonisy
ADJ1, BuBINbHEHHSA cucTemu neutrophil extracellular
traps (NETs). MHOXMHHe | reHepanisoBaHe TPOMOO-
YTBOPEHHS MPOBOKYE PO3BUTOK KPUTUYHOIO CTaHYy.

TaxkicTe nepebiry KADOC B1M3Ha4aeTbCS TAKOX CTY-
neHeM NMpPOrpecyoyoi akTMBaLii yTBOPEHHSI TDOMOIHY i
MPUrHiYeHHaM PibpUHONI3Y Nia BNANBOM 3HUXEHHS Oji
okpemmx dakTopis kposi (C i S, AT Ill), po3BnTKOM Ma-
CMBHOI TKAHMHHO1 AECTPYKU,i | BAKMAOM NPO3anasbHNX
LIMTOKIHIB, NPOrpecyBaHHAM CUMMOTOMATUKX CUHOPO-
MYy CMCTEMHOI 3ananbHoi Bignosiai (SIRS) Ta cnHapo-
MOM OVCEMIHOBAHOI O BHYTPILLHbOCYANHHOIO 3ropTaH-
Ha (OB3-cunagpom) [33, 34, 47].

KADC y cBOiX KIiHIYHUX MPOsiIBax OyXe Haragye ne-
KomneHcoBaHui [1IB3-cunapom [23, 26], Hacamnepen,
CTa30M Y MIiKPOLMPKYNIATOPHOMY PYCIi Ta MiKPOTPOM-
603amu, 3MiHaM1 3ropTasibHUX BNACTMBOCTEN KPOoBi. Lle
MOSICHIOIOTb MOAIOHICTIO MAaTOrEHETUYHUX MEXAHI3MIB
3a3Ha4yeHnx XxBopob, ocKinbkn nNpu 060x ctaHax 306isb-
LLYETbCHA BUPAXKEHICTb eHA0TeNianbHOT ANCYHKLT, Nia-
BULLYETLCS BUKUA, MPO3anaibHUX LUMTOKIHIB Ta aKTUBY-
E€TbCS reMOKOArynsiLis.

KA®DC BigmivatoTb y 6513bko 1% nauieHTis 3 APC,
npuyomy Ginblicts (noHan 90%) BMNaaKiB BUHUKAE
npu nepsrHHoMy ADPC, 3Ha4HO pialue — npu BTOPUH-
HOMY (NPW TakMx ayTOIMYHHMX 3aXBOPIOBAHHSIX, ik CHB,
cuHgpom LLerpena, cuctemHa ckneponepmis, pesma-
TOIAHUI apTPUT, HeCcneun@iYHNIA BUPA3KOBUM KONIT).
[na KADC xapakTepHUMN € rOCTPUIA NoYvaTok Ta 36ib-
LUEHHS BUPaXeHOCTi TPOMO03y BNPOOOBX AEKiNbKOX
[HIB 0QHOYACHO B BaraTtbox CYAMHHUX pycnax, YacTille
B APiIOHMX Ta cepeHix apTepiax, iIHKONM Takox Y rnbo-
KMX BEHAX, LLIO MPOBOKYE TSHKKY MOMIOPraHHy HegocTar-
HICTb Ta BUCOKY CMepPTHICTb. Llei cuctemMHmii Tpombo3a-
nasibHUI CTaH CTae paTanbHUM, KaTaCTPODIYHUM, TOMY
piBEHb CMEPTHOCTI Ay>e BUCOKWIA i carae 48%, 0cobnmnBo
y xBopux i3 CHB, a TakoX i3 ypaXeHHAMM CEPLS, NEreHb,
HUPOK, ceneaiHkn [3, 13, 18, 33, 34]. MacvBHWi TPOM-
603 MOXe PO3BUHYTUCS BNPOAOBX KiflbKOX FOAMH, OHIB i
TWxKHIB. KniHiyHa kapTnHa KADC moxe 6yTn focuThb Ba-
piabenbHOI0 | MaTK Pi3HY CUMMTOMATMKY B KOXKHOMY KOH-
KPETHOMY BUMAKY 3aJIEXHO B, TOro, CyAMHU SIKMX Opra-
HiB NepeBaXkHO OyNn ypaxeHi TPoMbo30M. HalivacTiwe
YPAXYIOTbCS CYANHU HUPOK, LLYHKA, NereHb, LLeHTpasb-
HOI HEPBOBOI cMCTEMU, Ccepud, LWiKipu [9, 25, 35, 41, 44,
50]. Ha wikipi naujeHTa 3 KADC MOXyTb 3’ABNSATUCS NNsi-
MWCTI YePBOHYBATI NiHii Ha TNi 6ignx NokpuBIB (NiBeno),
KPOBOBUAVBU, BUPA3KYBaHHS LUKiPW, iLLeMis nanbLiB Ta
HaBITb rAHrPEHO3HI AinsHkK [5, 9, 12, 37, 40, 41].

IHCynbTU (LepebpanbHi iHDapkTK) € HaNBINbLL 3a-
rpo3nuemm ycknagHeHHaMm KADC. YpaxeHHs LIHC,
3anexHo Big, 06’emMy Ta nokanisauii npoecy, BUKIN-
KaloTb MEBHY HEBPOJIOTiYHY CUMMNTOMATUKY, Pi3HI Npo-
aBm eHuedanonartii. Yacom npu iHCYNbTi MoXe 36inb-
LUYBATUCS 30HA YPAXKEHHS, LLIO BUPaXKaeTbCH Yy 36isb-
LLIEHHI BUPAXEHOCTi Y XBOPOIro HEBPOJIOTHHNX O3HAK
naTonorii. HalibinbL xapakTepHuMmuU nposisamun [9, 17,
29, 41, 50] cTaloTb ypaxXeHHs nepndepnyHOi HepPBO-
BOI CMCTEMU (MHOXUMHHA nepudepnyHa Hemponaris).

Y pasi ypaxeHHs cepus CMMITOMaTrKa MOXe Mnpo-
ABASATMCS BasibBYNiTaMM, 3MiHAMW CTPYKTYpU cepLe-
BUX KNAMaHiB, iHKONW i3 GOPMYBaHHAM HEOOCTATHOCTI
MITPaNbHOro kiianaHa. Y iHWmnxX XBOpux cepueBa naTo-
0TI MOXE XapakTepundyBaTnCcs Hanagamm CTeHoKap-
aii i, Xo4 i pigko, iHpapKTOM Miokapaa Ta CepLeBotO He-
pocrartHicTio [9, 29].

YpaxeHHs HUpok [25, 35, 39, 47] cynpoBoaxy-
I0TbCS NIABULLEHHAM PIBHA KpeaTUHiHY B nias3mi Kpo-
Bi (00 50%), BMpaxeHo apTepianbHOIO TinepTeHsieto
(180/100 MM pT. CT. i BMLWE) Ta/abo noboBolo NpoTei-
Hypieto noHap, 500 mr. TpoMBOTMYHA MikpoaHrionaTis
3 00CTPYKLIEI CYONH BUSBNSIETLCS YTBOPEHHSM TPOMOIB
Y PEHANbHUX apTepisix, apTepionax, BeHax Ta kaninspax
HUPKOBUX KJTy6oukiB. Y Bcix Bunaakax KAPC HeobxiaHO
LOCNIANTU CTaH HUPOK, OCKINIbKM LIEM OPraH ypaxkyeTbCH
4acCTo, 30KpeMa 1 Ha paHHIX eTanax po3BUTKY CUHOPOMY.

YpaxeHHs nerexb [9, 17] npu KADC nposiBNsi€Tb-
Csl reHepanizoBaHMMK NOLUKOOKEHHAMUW NapeHXiMu,
iHKONM Yy NOEOHAHHI 3 IHTPaaNbBEONIIPHUM HAOPSKOM
Ta anbBEONIAPHOI0 remoparieto, emdonieto abo Tpom-
6030M rinok fereHeBoi apTepii, FOCTPUM pecnipaTop-
HUM AMCTPEC-CUHAPOMOM Ta JIEFEHEBOIO KPOBOTEYEID.

Y yacTtuHu xBopux Ha KADC BigMivaloTb ypaxeHHs
KicTKOBOro Mo3ky: maimxe y 70% Bunaakis po3sunBa-
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€TbCS TpoMboumToneHisa (MeHwe Hix 100 000/mkn),
y 25% — remonituyHa aHemis [15, 16, 23, 33].

YPaXXEeHHS LLTYHKOBO-KMLLIKOBOro TpakTy (LLUKT) y Ta-
Kux xBopux [9, 11, 17] MOXyTb NPOSBASATUCS FOCTPUM
6onem Ta cnasmamMu B YepPEeBHI MOPOXHWUHI, 34YTTAM
XNBOTA Ta M’A30BUM HaNpPyXeHHAM. B iHWnXx Bunagkax
KJiHIYHa CMMATOMATMKA Ay>KE Haraaye ypakeHHs cTpa-
BOXOAY, MNEYiHKN, KNLLEYHVKY, CENESIHKU, TOMY iHKON
[OBOANTBLCSA NPOBOANTU OjarHOCTUYHY NanapoTOMiItO.

Mpun KADC BrsiBneHo BUNaA0k KPOBOBUAUBIB Y Ha -
HUpkKoBi 3ano3u [30]. Y 4onogikiB CMHAPOM MOXe Ta-
KOX NPOSABASATUCSA iHPAPKTOM A€eyKka Ta iIHTEHCUBHUM
6onem i 3ananbHMMM peakLisMu B KanuTLi i nepeaMi-
XYPOBIli 3aN03i, Y XiHOK — B i€4HMKAX.

Y uinomy [5, 8, 13] AaHi KNiHIYHNX CNOCTEPEXEHDb
3acBigyytoTh, Wwo npy KAGC cumntomaTmka ypakeHHs
HMPOK BigMiyaeTbes B 78%, nereHb — B 66%, LIHC —
B 56%, ypaxeHHs wkipn — B 50%, LUKT — B 38%, ne-
YiHkn — B 38%, cevoBuAinbHOI cuctemn — B 6%.

Benuky yBary npuginsaiote KADC B akyLlepcbKii
npakTuui [6, 7, 26, 43]. NnaueHTa ypaxyeTbecs B pis-
HUX CTYMEHNAX TAXKOCTI i3 aBMwaMn eHgoTenianbHoi
ancdyHKLii, iwemii Ta nnaueHTapHUX MikpoTpomMoO03iB,
LLLO 3arpOXye PiBHOMAHITHUMM YCKITAaAHEHHSMM Ta npe-
exknamncieto. KADC cnig 3anigo3ptoBaty MOIOONX Xi-
HOK i3 TAXKMMU CUCTEMHUMMN YPAXKEHHAMU, TPDOMOOL -
TOneHielo abo NaHUMTOMNEHIEID, FEMOSITUYHO aHEMIEID
(vacTo 3 no3nTMBHOIO Npoboto Kymbea). Y maskax ne-
prdEepPNYHOI KPOBI BUABNSIOTb GparMeHT! epuTpoLm-
TiB — LUMCTOUNTM (XapakTepHi 415 aHrionaTn4Horo re-
MONi3Yy), BUPaKEHY rinepkoarynsLijio.

KA®C cnip Bigpi3HATY Bifl iIHLLNX CUCTEMHUX TPOM-
60TMYHNX PO3NaAIB, TAKNX K TPOMOOTMYHA TPOMOOLN-
TOMeHivyHa nypnypa, reMoniTUKOYPEMIYHI CUHOPOMUN 1
iHOykoBaHa renapuHom TpoMbouuToneHis [34, 47, 49].

Y npoueci aHanizy nepediry KAPC sctaHoBneHo [9,
18, 471, Wwo HarBMLA CMEPTHICTb (3a PI3HUMW JAHVMU,
30-50%) peecTtpyBanacs y naujeHTis i3 CHB, nereHesoto
Ta HMPKOBOIO HEQOCTATHICTIO, BikKOM cTapLue 36 pokis Ta
Brcokum TuTpom ADJ1. MocTpuii noyatok KADC mae no-
PIBHSHO KpPaLLMIA NPOrHO3, HiXK MOBISIbBHO MPOrPeCYoYnIA.
Y nopganbLuomy Hacnigkamm nepeHeceHoro CUHAPOMY iH-
KONM Byn reMoniTnyHa aHeMisi Ta Tpomb0o3u. Peupnamen
KADC BrHMKanu piako. MNporHo3 y KOXKHOMY KOHKPETHO-
My BUMaaKy CYTTEBO 3aJIEXUTb Bif, PaHHBOI AiarHOCTUKN
Ta BYaACHO poanoyatoi Tepanii [9].

CranpapTtuaauia kputepiis giarHocTukn KAPC e
Ay>Xe BaX/IMBOIO OJ1 MOXJIMBOro paHHbOro rno4yar-
Ky JliKyBaHHS, WO NOKPaLLye NPOrHo3. YBaxHe Cro-
CTEPEXEHHS 32 CTAHOM XBOPOIO i BUSIBJIEHHA Y HbOIO
TUAOBUX OJ11 CUHOPOMY KiHIYHMX CUMMTOMIB (MHO-
XWUHHUI BHYTPILWHBOCYANHHNIA TPOMBO3 i3 ypaxKeH-
HAAM xo4a 6 TPbOX PIBHMX OPraHiB Ta CUCTEM YNPOO0BX
1 TKX), a Takox BusiBneHHs ADJT 003BONSAOTL BIEBHE-
Ho miarHocTtyBaTu KAMDC. Ona 6inblu TOYHOI AjiarHoc-
TUKW OOLIIbHO MPOBECTU aHasi3n Ha aHTuKapaionini-
HOBI @aHTUTINA, aHTUTINA A0 B,-rnikonpoTteiny (a,GPI),
BOBYaKOBUI aHTUKoarynsHT. Lli Tectu cnig npoBectn
0JHO4acHo i baxaHo noBTopuTn Yepes 12 Trx. OgHak
y OEAKMX KNiHIYHKX BUNaaKax NpoBeAEeHHs 000aTKO-
BOrO TECTYBaAHHS HE € 060B’A3KOBMM, OO0 MPU HN3bKUX
TUTPax aHTUTINA 3 4aCOM NOBHICTIO 3HMKaKOTb. Hanpun-
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Knag, TiNbKn BNPOAOBX KOPOTKOro Yacy (TpaH3nTop-
HO) ADJ1 MOXYTb BUSIBIITUCH Y XBOPOrO 32 HasiBHOC-
Ti iHdekuji abo nig yac 3acToCyBaHHS MEBHUX JiKiB.
IHoai npn ADC nepwi Tectn Ha ADJ1 € HeraTnBHUMN.
Akuio x giarHo3 APC nabopaTopHO He MiaTBEepPaXY-
€TbCs (asie y naujeHTa HasBHi KniHiYHi kputepii APC)
NS BACHOBKY Lwoa0 KADC pekoMeHayeETbCSA NPOBeC-
v nowyk ADJ1 ynpoaosx xo4a 6 6 Tmx.
HasaBHICTb y XBOPOro CyamMHHOI OKO3ii niaTeep-
[KYETbCSA 00AATKOBUMU 3acobamMu AiarHOCTUKM —
komm’totepHoto Tomorpadieto (KT) (aHrio-KT), aynnekc
YNbTPa3BykoBUM gochnigxkeHHsam (Y3L) apTepianbHux
Ta BEHO3HWUX CYAWH, MarHiTHO-pe30HaHCHOI0 TOMorpa-
dieto (MPT) (aHrio-MPT) Ta apTepiorpadiyHnum obcTe-
XeHHAM [5, 6, 19, 24, 35, 49]. KniHi4yHi NposiBU CyANH-
HUX OKJIH03i1 MOXYTb OYyTUW NMiaTBEPAKEHI BiANOBIAHM-
MU MOPDOAOTIHHUMU OOCAIAXKEHHSIMN.
KpuTepii giarHoctnkn KADC [34, 36, 44, 49]:
a) BepnikoBaHOro AjarHoasy:
® HasIBHICTb OKJO3ii CyanH ab0 BHYTPILLHbOOPraH-
HOrO CYANHHOI 0 YPAXXEHHS HE MEeHLLUE HiX 3 BHY-
TPILWHIX OpraHiB, TKAHWUH Ta CUCTEM OpPraHiamy,
0[HOYACHO YM LWIBUALLE, HiXX 3a TUXAEHD, SK CTa-
nacsa nogis;
® MOPdONOriyHO NiATBEPKEHA OK/IO3iA CYAMH Ma-
noro giameTpa xo4a 6 B O4HOMY OpraHi Y TKaHWHI;

® nocTiHa HasBHiICTb ADJ1 / ntonyc-aHTrUKoarynsH-
Ty YOPOLOBX K MiHIMYM 6 TuX;

©) MMOBIpPHOIro AiarHo3y:

e ypaxkeHHs xo4a 6 2 opraHiB Ta CUCTEM, SKLLO ypa-
>KEHHS BUHUKIIN YNPOA0BX MEHLL HixX 1 Tux, a Tpe-
TE — HE paHille Hix 3a 4 TUX A0 LpOoro;

® BiACYTHICTb NabopaTOpPHOro NiATBEPAXKEHHS Na-
Tonorii 9K MiHiMyM 3a 6 TUX 40 nepenvyacHoi
CMepTi XBOPOro.

MpuHunnu Tepanii KAPC. PekomeHaadlii wono ni-
kyBaHHSA KADC Bce e 3anmiaoTbCs HediTko cdop-
MYNbOBaHUMU, eDEKTUBHICTb AEeSKMX npenaparTis
nocnimxyetbea [8, 13, 16, 20, 22, 39]. Bpaxosytoumn
0CcoBIMBOCTI NaTOreHeay, BaroMma YacTuHa JlikyBaHHS
CMPAMOBYETbCS Ha 3HMXXEHHS YTBOPEHHS Ta LMPKYNS-
Lii B KPOBi XBOPOro Mefiatopis CUCTEMHOI 3anasibHOi
BiANOBIAi Ta TKAHWHHMX AecTpyKuin (ADJ1, aHTUeHao-
TenianbHUX aHTUTIA, UUTOKIHIB, MPOAYKTIB akTUBaL,ii
KOMMIEMEHTY). Y fliKkyBasbHUIM KOMMIEKC OOUISIbHO
BKJIOYATU aHTUKOAryNsHTU, KOPTUKOCTEPOIAN, BHY-
TPiLLHbOBEHHE BBEAEHHS iMyHOrn0o0yniHy Ta 3aMiCHY
Tepanito CBi>XKO3aMOPOXEHOIO MN1asMot0 KPOBI.

XBopi Ha KADC, BpaxoByoum 0CoBAMBOCTI M0ro Kii-
HiYHOro Nepebiry, NoTpebytoTb NOCTINHOIrO cnocTepe-
>KEHHS1 T IHTEHCUBHOIO NiKyBaHHS: HEOOXiAHO Hana-
roauTV OOCTYN B apTepiasibHy Ta BEHO3HY KPOBOHOCHI
CUCTEMU, KEPOBaHe AMXaHHS, 6e3nepepBHNIA KOHT-
ponb apTepiasibHOrO TUCKY, BOAHOIO 6anaHcy, KOHLEH-
Tpauii B nna3mi KpoBi enekTponitie [42, 49].

HeobxigHO HeBiaknagHO po3noyYaTn aHTukoary-
NSHTHY Tepanito, B SIKil nepesary HaaatTb HU3bKOMO-
NeKyNapHUM renapuHam (Taki aHTUKOArynsHTU MeH-
Lo Mipoto noTpedbytoTh Aii cneundiyHnx KopakTo-
piB, a Lie 3HXYE PU3UK PO3BUTKY renapuH-iHayKoBaHOI
TpomboumToneHii) [20, 23, 47]. AHTUKOAryNsaHTHY Te-
panito pekoMeHa0BaHO Po3rnoyaTu i3 ©0N0CHOro BBE-
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OeHHs 5 True. Oa. renapuvHy, a B NogasnbLlioMy BBOOUTHU
xBopomy no 1,5 Tuc. Oa. renapuHy nig, NOCTIMHUM MO-
HITOPMHIOM CTaHy 3ropTasibHOI CUCTEMW KPOBI. AKLLO
NiKyBaHHSA CYyNPOBOOXKYETLCA NMO3UTUBHUM €(PEKTOM,
MO>XHa B N0AabLIOMY 3aCTOCOBYBaTU BapdapuH (opi-
EHTYIOUYMCb HA MOKA3HUKN MiXXHAPOLHOrO HOPMani3o-
BaHOro BigHoweHHs 3—-4,5) abo eHokcanapwH B opi-
E€HTOBHI 003i 1 Mr/kr macu Tina Ha o6y [13, 16, 47].
MnTaHHSa WOoA0 MOXINBOCTI 3aCTOCYBAHHS iHLLUNX aH-
TUKOArynsaHTIB (TUKIONIAMH, KNOMigorpenb, amnipuaa-
MO, FipyavH, apratpobaH TaiH.) € HegoCcTaTHLO onpa-
LLbOBAHUM i NOTPebye NoJanbLIOro BUBYEHHS.

OOHOYaCHO i3 aHTUKOArynsiHTHOK NPU3HAYaeETbCS
Tepaniga rioKoKopTuKoigamu. NynbcoBy Tepanito Ham-
KpaLle NpoBOANTM METUNNPELHI30NOHOM (Yepes3 Moro
MOTYXHY JliKyBasibHY Ajtl0 Ta BiGHOCHO cnabLui NobiyHi
edekTn) y go3ax 15 Mr/kr Ha ao0by i3 HACTYNMHUM 3HU-
XEHHAM A031 A0 NiATPUMYBabHOI (1-2 Mr/kr macu
Tina Ha oooy).

FKWo Taka Tepanis He A€ O4YiKyBaHOro edekTy,
BapTO JoAaTh A0 NikyBaHHS ramma-rnobynid 400 mr/kr
Macu Tina Ha noby ynpoaosx 5 aHiB (6nmn3bko 25-30 1
Ha Jo0by); pekoMeHO0BaHa LUBMAKICTb iHY3iNHOro BBE-
nenHs 0,5 mn/kr/rof,. Takuii Kypc MOXHA NOBTOPUTK Ye-
pes 1 mic, SKLL0 CTaH naujieHTa NoKPaLLyETbCA.

MoXxnumBe TakoX NPU3HAYEHHS LMTOCTATUKA LK-
knogpocoaminy B 0osi 0,5-1,0 r/M? (nnowwa Lwkipwn),
3aBXxau B KOMOiHaLii i3 3a3Ha4YeHO Tepaniet ram-
Ma-rnobyniHoMm. BkasyeTbCs Npo AOLiNbHICTb BUKO-
pucTaHHsa npu KADC nnasmadepesy [31], Tepanes-
TUYHUI eDEKT AKOro MoB’A3aHNN 3i 3HMKEHHAM PiB-
Ha ADJ1, npo3ananbHUX UUTOKIHIB (pakTop HEKpPO3y
nyxnuH (TNF), iHTepnenkiH (IL)-1, IL-6), KOMNOHEHTIB
KOMMJIEMEHTY Ta iHLWIKX MeaiaTopiB 3anasfieHHs, rasb-
myBaHHaM SIRS, rinepkoarynsuji Ta NOWKOAXEHHS
TkaHuH (3-5 ceaHciB 3i wBMakicTio 100-150 mn/xs [8,
9]. MoBTOpHI ceaHcu nnasmadepesy pekoMeHa0BaHi
Y TSKKMX KITIHIYHUX BUNaaKax i3 He4oCTaTHbO edek-
TUBHICTIO CTaHOAPTHUX AliKyBaslbHUX 3ax04iB.

3amicHa Tepanisi CBiXXO3aMOPOXXEHOIO MIa3MOH0 KPOBI
MOMOBHIOE PiBEHb MPUPOJHMX aHTUKoarynaHTiB (AT 111 ta
npoteiHy C) i Hacamnepea HeobxXifHa NpK SBHMX 03HaKax
JB3-crHapomy Ta MikpoaHrionaTM4yHoi reMoniTUiHOT aHe-
Mii, siki Hepiako cynpoBoaxkyoTb KADC [45]. KombiHoBa-
HE BMKOPUCTaHHS Tepanii CB>XKO3aMOPOXEHOIO M1a3MO0
KpOBi Ta nnasmadepesy rnokpatiye epekT nikyBaHHS [31].

IcCHye JOCBIA, YCMILWHOrO 3aCTOCYBaHHS eKynisyma-
Oy Ta puUTyKCMMaby y NALEHTIB i3 TKKMMW KIIHIYHUMM/
dopmamum ADC [14, 16, 38, 49]. Ekynidymab — rymaHi-
30BaHe MOHOKJIOHa/IbHE aHTUTINO, sike 3anobirae pos-
wenneHHo komnnemeHTy C5, cxBaneHo ans nikyBaH-
HS1 aTUMOBOr0 reMoOJIITUKO-YPEMIYHOIO CMHAPOMY, Na-
POKCM3MasbHOI HIYHOT remaTypii. JocnimkeHHs [14, 24,
38, 45] cBigyaTb NPo ePEKTUBHICTb ekyisymady B Niky-
BaHHi pedpakTepHoro APC i KADC. MinoTHe [ocnimKeH-
HS TAKOX NPOAEMOHCTPYBaIO eDeKTMBHICTbL Tepanii pu-
Tykcumaoom [16, 48]. MNopanbLue i geTanbHilwe KiiHivHe
BUBYEHHSI HEOOXiAHO NPOBECTU LL0A0 epeKTUBHOCTI Aa-
patymymay, a TakoX AKX QIETUHHNX 00aBOK (KOEH-
31um Q10, imBup i BiTamiH D), siki npoaeMoHCcTpyBasiv 06-
HaainnMBI pe3ynbTaTi B MonepeaHix 4oCniakeHHsx [32].

TakvM YNHOM, KJTKOHOBMMIN HANPsIMKamMu B NlikyBaH-
Hi KADC € npenapatu, ski BNAMBAKOTb HA 2 NMPOBIAHI
naToreHeTUYHi MexaHi3Mu KiHiYHMX NPOSIBIB CUHAPO-
MYy — MPOKOAryAsiHTHUI Ta Npo3ananbHUN.

AKTyanbHUM NUTAHHAM 3annLwaeTbCcs npobnema
niarHocTukm KADC, ana akoi Baxnvee nabopaTtopHe
BusiBneHHs ADJ1. Tomy ueri Tect 060B’sI3KOBO HEOD-
XigHO NpU3HavaTX yCiM BariTHMUM i3 recto3amMmu, 3BM4-
HMM HEBMHOLLYBaHHSIM, NOYaTKOBUMM NPOSIBAMU MHill-
HO-CENTUYHMX 3aXBOPIOBaHb. Y BCix BaritTHMx i3 ADC Ta
CNaaKoBO TPOMBOMINi€0 AOLLNIBHO NPOBOANTM PaH-
HIO NATOreHETUYHY aHTUTPOMOOTUYHY | NPOTU3ananbHy
Tepaniio i3 3aCTOCYBaHHAM HU3bKOMOJIEKYISPHUX re-
MapuHIB K y Nepio, BariTHOCTI, Tak i ynpoOoBX SK Mi-
HiMyM 6 T nicna nonorie. Lle 3a6e3neunTsb kpaLumii
MPOrHO3 040 BUHOLIYBAHHS nioga, 300P0B s BariT-
HOi Ta nonepeamnTb po3BuTOoK KADC.

KA®DC € cknagHoto npobiemMolo CborofeHHs, 3ga-
XaKuK Ha KiNbKiCTb Ta PIBHOMAHITHICTb NPOSIBIB, SIKi MO-
XyTb 6yTr 03HaKaMm abo CMMNTOMamMm xBopoou. PaH-
HE Ta CBOEYaCHe BCTAHOBJIEHHSA NPaBUIbHOIO AiarHo3y
Moxe ByTV AOCSArHyTe 32 YMOBM peTesibHO 3i6paHoro
aHaMHe3sy, aeTanibHOro ¢isnkanbHOro 06CTeXeHHs,
a TakoX 3aCTOCYBaHHS Cy4acHMX nabopaToOpHUX Ta iH-
CTPYMEHTasIbHUX METOAMK BIANOBIAHO A0 AiarHOCTUY-
HUX KPUTEPIiB Ta pekoMeHaaLlin Woa0 MEHEeAXXMEHTY
Takux nauieHTis. Xsopi Ha KADC, BpaxoByoun cneum-
diky xBopobu, MaloTb OyTK Mg HArna4oM cnewianic-
TiB pi3HOro npodino — pesmarosiora, remarosora,
Hedpoaora, NyabMOHONOra, iHPeEKLioHICTa, SKLWO He-
00xiaHO — akywiepa. Ansa 6inbL rnboKoro po3ymiHHA
npupoan T1a mexaHiamie KA®C HeobxigHe noganbLue
LOCNIOXEHHS PiI3HOMaHITHMX pakTOPIB pn3nKy (cnag-
KOBUX Ta HABYTUX) Oro BUHNUKHEHHS.
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CATASTROPHIC ANTIPHOSPHOLIPID
SYNDROME: MODERN VIEWS ON
PATHOGENESIS, CLINICS, DIAGNOSIS,
TREATMENT

Yu.V. Delva, R.l. Yatsyshyn,
O.l. Drogomeretska, H.M. Fedorovych

Ivano-Frankivsk National Medical University

Abstract. Catastrophic antiphospholipid syndrome
(CAPS) is the most severe, rapidly progressive
and aggressive clinical form of antiphospholipid
syndrome (APS), which is accompanied by
numerous thromboembolisms and is characterized
by generalized visceral lesions, the development
of multiple organ failure, and high mortality.
The purpose of the study: using the materials of
the publications, to summarize information about
the origin, mechanisms of development, clinical
manifestations, methods of diagnosis, prognosis,

BipomocTi npo aBTOpIiB:

recommendations for the treatment of CAFS.
The results. APS is a systemic autoimmune
disease, most often manifested by thrombosis or
obstetric problems, observed in individuals with
persistence of antiphospholipid antibodies (APL).
CAFS develops infrequently, but is an extremely
life-threatening pathology. Mortality in persons
with CAFS reaches 50%. The cause of death
in such patients are infections, multiple organ
failure, strokes, heart attacks. For the treatment
of patients with CAFS, a complex of drugs including
anticoagulants, corticosteroids, intravenous
immunoglobulin (IVIG), and plasmapheresis
sessions are recommended. Biological agents, such
as anti-TNF-a monoclonal antibodies (adalimumab,
certolizumab), anti-CD38 monoclonal antibodies
(daratumumab), BAFF/Blys inhibitors and BTK
inhibitors (belimumab and zanubrutinib), have been
proven to be therapeutically effective in CAFS.
Conclusions. CAFS is characterized by the rapid
onset of thrombosis in many blood vessels at once,
which leads to multiple organ failure and a high risk
of mortality. Such a complication is considered
a systemic thrombosed state. CAFS should be
distinguished from other systemic thrombotic
disorders such as thrombotic thrombocytopenic
purpura, hemolytic uremic syndromes, and heparin-
induced thrombocytopenia. It is necessary to
develop additional potential therapeutic strategies
aimed at components of the innate immune
system, in particular, the complement system,
the possibilities of immunomodulatory therapy.

Key words: antiphospholipid syndrome,
catastrophic antiphospholipid syndrome,
antiphospholipid antibodies.

Aenbea KOpiii BikTopoBUY — KaHAMOAT MEANYHUX HayK, AOLUEHT kadenpu, IBaHo-DpaHKiBCbKNA Ha-
LiOHaNbHU MEOMYHUI YHIBEPCUTET, Kadenpa BHYTPILLHbOI MeanumHn N2 1, kniHivHOT iMyHOonorii Ta
aneprosorii iM. akag,. €.M. Helika, IBaHo-®paHkiBcbk, YkpaiHa.

E-mail: delwayuriy52@gmail.com
ORCID ID: 0000-0003-1668-2870

AuuvH PoMmaH IBaHOBUY — [OKTOP MEANYHMX HayK, NPOdecop, PekTop, |IBaHO-PpaHKiBCbKUIA
HaLjoHaNIbHU MeauYHUi yHiBepcuTeT, IBaHO-PpaHkKiBCbK, YkpaiHa.

E-mail: yatshyyn25@gmail.com
ORCID ID: 0000-0003-1262-5609

Aporomepeubka OkcaHa IropiBHa — kaHAMAaTKa MEAVYHMX HAYK, OOUEHTKa kadeapwu, |IBaHo-
®paHKiBCbKMIA HALOHANIbHNIA MeaVYHUIA YHiBEpCUTET, kKadenpa BHYTPILUHbOT MeauumHi N2 1, KiiHiy-
HOi iMmyHonorii Ta anepronorii im. akag. €.M. Helika, IBaHo-®PpaHkiBCbK, YkpaiHa.

E-mail: drogomoksana@gmail.com
ORCID ID: 0000-0001-9393-1434

depopoBuy XpuctnHa MukonaiBHa — 3aBigyBayka peBMaTosIOriYHOro BigaineHHss KomyHanbHO-
ro HekomepLjinHoro nignpuemcTea IBaHo-PpaHKiBCbKkoi 06nacHoi paan «ObnacHa KiiHiYHa nikapHs»,
KaHOuaaTka MeanyHux Hayk, IBaHo-®paHkKiBcbk, YkpaiHa.

E-mail: fkristina1610@gmail.com
ORCID ID: 0000-0001-8363-0558

YKPATHCbKUM PEBMATONOTIYHNUA XYPHA o Ne 2 (96) » 2024



