http://med-expert.com.ua

Y/IK 616-053.2:616.4-616-03

NEOVATPUA

B.M. OyoHuk, B.l. ®ypmaH, B.B. JemaHuwnHa
AHTndocodoninipgHmin cnHgpom y aitem

BiHHMLbKWIA HaLioHanbHUA MeaguyHKiA yHiBepcuTeT iMeHi M.1. Muporosa, Ykpaina

PERINATOLOGY AND PEDIATRIC. UKRAINE. 2018.4(76):93-98; doi 10.15574/PP.2018.76.93

HaBefieHO y3aranbHeHi Cy4acHi BifOMOCTi NP0 NOWMPEHICTb aHTUG0ChONINIZHOr0 CUHAPOMY cepef AiTen. MpoaHanizoBaHo 0CO6IMBOCTI KMiHIYHOTO nepeoiry
CWUHAPOMY B AiTeil Ta yTOYHEHi nabopaTopHi Kputepii AiarHOCTUKN 3axBoptoBaHHA. 06roBopeHo Npo6raemu BeAeHHs fiTel 3 aHTUdhochoninigHNM CUHAPOMOM

Ta MOXINBI LUNAXN BUPILLEHHSA LUX Npo6nem.
Knto4oBi cnosa: aHTudpoconinigHui CUHAPOM, AITH.

Pediatric antiphospholipid syndrome
V.M. Dudnyk, V.G. Furman, V.V. Demianyshyna
Vinnytsya National Pirogov Memorial Medical University, Ukraine

The article presents modern data on the prevalence of antiphospholipid syndrome in children. The analysis of the clinical course of syndrome in children was
provided and the laboratory criteria for the diagnosis of the disease are specified. Problems that arise in the management of children with antiphospholipid syn-

drome and possible ways of their solution are determined and discussed.
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AutudhochonunuaHblii CHHAPOM y AEeTeN
B.M. Byanuk, B.I. ®ypmaH, B.B. AemsHunHa

BMHHMLKNIA HALMOHAMBHBIA MegULMHCKIIA yHUBEpCUTET UMeHmn H.U. Muporosa, YkpanHa

[TpuBefeHbl COBPEMEHHbIE JaHHbIE MPO PACMPOCTPAHEHHOCTb aHTU(OCHONUNUAHOIO CUHAPOMA Y feTed. poBeAeH aHanM3 0COOEHHOCTEN KNUHUYECKOro
TeYeHUs CUHAPOMA [ieTeil 1 YTOYHEHbI Na6OPATOPHbIE KPUTEPUM JNarHOCTUKN 3a6oneBaHus. 06CyxaeHbl NpobnemMbl BejeHus AeTei ¢ aHTMd0ChonUnuaHbIM

CUHAPOMOM 1 BO3MOXHbIE NYTU UX PELLIEHNS.
Kntoyesble cnosa: aHTU(OCHONNNUAHBIA CUHAPOM, LETH.

BcTtyn

JIHIEIO 3 aKTYyaJbHUX MIXK/IUCIUTIIIHAPHUX

pobJieM cydacHOI meiaTpil 3aJIMIIacThCs
BUBUEHHS MeXaHi3MiB PO3BUTKY, KJIIHIYHOTO TIOJTi-
MOpdi3My Ta TiIXO/IIB 0 TIarHOCTUKY 1 JTIKyBaH-
g antudochominignoro cungpomy (ADC).
[leit cuHApPOM HANEKUTH 10 TPYIU aBTOIMYHHUX
TpoMOOMdiii, KAIHIYHUMU IIPOSBAMH  SIKOTO
€ BEHO3HHUI abo aprepiajbHUN TPOMOO3 pPi3HOI
JIOKaJTi3aIlii 3 BUCOKUM TUTPoM aHTudocdoriij-
uux antutisi (aPLs), (anTutina no kapaionininy
(aCL), BouakoBoro antukoarymsaty (LAC),
KOohaKTOPHUX OiJIKIB — POTpoMOiny, poreiny C,
NpoTeiHy S, aHekcuHY V, TPOCTAIUKJIIHY Ta
6era-2-raikonporeiny-1) [11]. Bin Bunukae sk
okpemuii (neppuaanii ADC) KAiHIYHWI CUHAPOM
ab0 SIK MPOSIB IHIOTO 3aXBOPIOBAHHS (BTOPUHHMIA
ADC), nepeBakKHO MPU CUCTEMHOMY YEPBOHOMY
BoBuaky (CUB) [12] abo iHmmx 3aXBOPIOBAHHSIX,
MPU SIKUX YPaXKyEThCA €HJIOTENI N cyuH. Y miTei
ADC moxke TPOSBIATUC B OyAb-KOMY Billi —
Bijl TIepioJly HOBOHAPOJKEHOCTI (HeOHATAJIbHUN
ADC) o onocti. Takox y HiTeit Mojke BUHUKATH
katactpodiunuit ADC, 1Mo XapaKTepusyeThest
IIBUKUAM PO3BUTKOM TIOJIIOPraHHOTO TPOMOO3Y Ta
MiKpoaHTrionaTiero ApiOHUX CyIWH, pijalre Tpa-
IJISIETHCST TPOMOO3 BeIMKUX cyauH [11].

Ha nouarky XX cT. y MeauuHiil jiteparypi
Baccepman omucas ADC. Y 1952 p. C. Conley
ta R. Hartman BusBU/IM BOBUAKOBMII aHTUKOAry-
aguT (BA) y mazmi xsopux Ha CUB. TIpomayxiis
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BA cynpoBomKy€eThCS TTapajoKCaTbHUM TPOMOOY-
TBOpeHHsIM. Y 1975 p. aHrIiiChbKUI BYEHUI
G.R. Hughes, nig wac BuBYeHHsS KapuOChKO-
sSMaiicbKOl HelpomarTii, BIepiiie 3aIijlo3puB aBTOi-
MyHHe MoxXoKeHHs 3axBopioBanHs. G.R. Hughes
ta W.A. Wilson onmcanmm kmacudHy KIiHIKY
y 1986 p., a micas BigkputTst aPLs cuaipom HasBa-
au aaTudocdomimiganm. Ha 6-my mMiskHApOgHOMY
cumnodiymi ADC nHazBamm «CUHIPOMOM X 't03a»
Ha 4YecTb HepinoBijkpuBava. Bigroai posnovanu
iHTEHCUBHE BUBYEHHS 1MaTO(i310J0TIYHAX Ta KJIi-
HiuHnx ocobsmBocteir ADC.

31999 p. posmouanu GaraToreHTPOBE MPOCIIEK-
tusHe BuB4YeHHSI ADC — mpoekt «EBpodocdouri-
Hi/l», 0 SIKOIO BKJIIOYMJIM BUBYEHHS KJIIHIYHUX
nposisie ADC y 1000 xBopux y 13 HaykoBo-
nocmigaux 1entpax. lle mamo 3mory BUBUUTH
OCHOBHI KJIiHIuHI Ta imMyHOzOTiuHI posiBu ADC
y 1e0I0Ti Ta eBOJTIOTil, BUILIUTH OiJIbile OHOPI/I-
HUX TPYII 32 KJIHIYHUMHU TIPOSTBAMU.

[Tepmri kpuTepii AiarHOCTHKY c(hOPMYJIBOBAHI HA
8-My Mi>KHApOZIHOMY CUMTIO3iyMi B :KOBTHI 1998 p.

JloctoBipaux manux mozxo nommupeHocti ADC
y miTedl B Ykpaini Hemae, omHak Kanamchkmit
peecTp mpocneKTuBHO inenTudikysas 137 miteii,
YacTOTa BUIA/KIB BEHO3HOTO TPOMOO3Y CTAaHOBUJIA
5,3 1a 10 000 rocmitasmisaiit, a6o 0,07 za 10 000 xu-
TIYOro HacesJeHHs. Y auTsyiii gikapHi lensepa 3a
1952—1972 pp. wacrora TpoMOO3iB cepejr TOCIITa-
JizoBaHux Jiteit mopisHioBasa 1,2 ma 10 000.
[IpocniekTuBHE mochigkenass B Himeuuwni
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(ESPED) moxkasano ygactory Ttpombo3iB y 5,1
Ha 100 000 ;xuBoHapoKeHUX [iTelt [8].

[ocrmikenns MoKasyioTh, 1O cepen aiTeit
yacTinie 3yCcTpivyaroTbesl BUINAAKU IABUIIECHHS
aPLs (GinprricTs 6escumrtomHi). [pumyckaernest,
1o /10 yrBopenHs aPLs nmpuszBoagaTh yacTi indekirii
B autsiyomy Biri. Lle siBumme mae 371e6isbImoro
TpaH3UTOpHUH XapakTep. ¥ miteit i3 CUB, 3a omy-
OJIKOBAaHMMM JaHMMM, 3HAYHO HiABUILYIOTHCS
ACL — no 44% wunankis, 40 % antuf,-GPI
ta 22% LAC [8, 10].

Hwusbkuii piBens nomupenocti ADC neperiko-
JUKAE  JIOCTAaTHBOMY  BHWBYEHHIO  TpOOJIeMH,
110 TIPU3BOAUTH 10 JeDIIUTYy OKA3iB JIJIsT CTBO-
pPEeHHsI HaCTaHOBU 3 BeJleHHS 1ii€i naToJiorii. [1igxo-
au 0 JIiKyBaHHST 0asyroTbest  371€61/bIIoTo
Ha pesysbratax jgociaimkedb ADC y mopocianx
ta Ha cepisix BunaikisB ADC y giteit, a 11boro HeI0-
craTHbo. Tomy iHiriitoBano nmpoekt Single Hub and
Access point for paediatric Rheumatology in Euro-
pe (SHARE) st po3poOKu HaiiKpammx Iiaxo/IiB
710 TIaTHOCTUKU Ta JIIKyBaHHS AUTSIINX PEBMATOJIO-
FiYHKUX 3aXBOpIoBaib, y Tomy yucyai ADC [12].

Y 2004 p. 3acHOBaHO MIKHAPOJHUH PEECTP
ADC cepen aiteit (Ped-APS) y pamkax crijibHOTO
npoekty €sporeiicbkoro Gopymy pobodoi rpynu
€BponeichbKOTO0 TOBAPUCTBA TIe[iaTPUYHOI PeBMa-
tosiotii (PRES) 7151 BUsHauenHsa xapakTepucTuku
mutsiuoro ADC. Y 1boMy PpeecTpi oImcaHo
121 Bunamok ADC y 14 eBporeiicbkux KpaiHax.
Cepen nux namienTiB neppunuuii ADC giarHocTo-
Bao y 50%, ADC, acoriiiopanuii i3 CUB abo
CUB-noxi6aumu 3axsoproBanismu, — y 41 % [12].

3acTocyBaHHS BUCOKOIH(OPMAaTUBHUX METO/IIB
JIarHOCTUKW B TIPAKTUII TIefiaTpa Ta reMaTojora
nasio 3mMory 30impimuTu yactory BusiBientss ADC
Y IATSYOMY BIIIi.

Mema poboTii — y3araJbHUTU Cy4acHi 3HAHHSI
oo giarHoctuku Ta JikyBanus ADC y mgitei,
0OTOBOPUTH OCHOBHY PI3HHUII0 MiX NpOsSBaMU
ADC y nopocaux Ta miTeil.
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BusHadeHHs Ta knacudikawia

Miarnoctuka ADC Gadyerbes Ha KIIHIYHUX Ta
saboparopaux Kpurepisix. CbOroiHI HEMa€E I0YnX
kputepiiB mis giarnoctuku ADC y xirteit. [lorme-
petHi KpuTepii 7IsT TOPOCTIX PO3pO0IeHi Ha OCHO-
Bi koHceHcycy B 1998 p. ta onosiseni y 2006 p.
Ili xkpuTepii mpusHavYeHi IJIs JOCTiIKEHD, ajle He
NI BeJIeHHS TAIli€eHTiB B ymMoBax KkJiiHiku [10].
BinmoBigHo 10 OHOBJIEHUX KPUTEPIiiB Sapporo,
ADC BCTaHOBMIOIOTH MAIEHTAM i3 KJIIHIYHUMU
KpUTepisiMu (BUIAMOK BACKYJISIPHOTO TPOMOO3Y
ab0 peruanBHI BUKHU/IHI), 1O TOCTIHO CYIIPOBO-
JUKyBasicst ogHuM abo Oisbine aPLs. 3amporono-
BaHO aJIaliTyBaTH OHOBJIEHI KpuTepili Sapporo
JUIA JiTel, BUKTIOUUBIIU 3 KPUTEPI1B MyHKT «PeIiu-
TVBHI BUKUIHI», OCKIJIbBKY BiH He iH(GOPMaTUBHII
mist miteit [1, 11] (Tabm. 1).

iarno3z ADC BCTaHOBIIIOIOTH, AKIIO € KJIIHIY-
HUI KpUTEPiil i IpuHANMHI OUH i3 J1aO0paTOPHUX
kputepiiB. Ili kpurtepii npusHaveHi g MOCTi-
HUIIbKUX I[1JI€M, a He /I J1arHOCTUYHHUX.

IlepBunnuii antudocdominiaauii cuHAPOM

[epBunnuit ADC (He TOB'sI3aHUN 3 IHIIUMEU
ABTOIMYHHUMHU 3aXBOPIOBAHHSIMM) Ccepejl JiTel
3ycrpivaerbest y 40—-50 % Bumazikis qutsiaoro ADC
[11]. TpomGoTHYHI TTPOSIBY 3/1€O1TBINIOTO OTHUCAHI SIK
rMOOKUI BEHO3HUI TPOMOO3 HUKHIX KiHIIIBOK,
JIETeHEBUI eMOOJIi3M, TPOMOOTHYHI yCKJIaHEHHST
nenTpasbHol HepBoBoi cucremu (ITHC) [9]. Hitu 3
neppuHHIM ADC niepeBa;KHO MOJIOJIIIOTO BiKy Ta
MalOTh OLJIbIIY YacTOTy apTepiajbHUX TPOMOO3iB,
NopiBHAHO 3 AiThmMu 3 BropuHHUM ADC i3 BeHO3-
HIM TPOMOO30M Ta TeMATOJIOTIYHUMHE T MIKIPHUMU
nposiBamu. Y peectpi Ped-APS 30 % mireii,
sIKi crioyaTKy Maj 1posiBu nepBurHoro ADC,
mizimme aedorysamm sik CUB [4, 10, 11].

Bropunnuii antudocdominigauii cuHapomM

Y niteit MOXKJIMBICTD TTPOrPeCyBaHHS TIE€PBUH-
Horo AMDC y BropuHHMI HabaraTo BWIINA, HiXK

Tabnuys 1

ApanToBaHi oHOBJNEHiI KpuTepii Sapporo B neaiaTpil NS nawieHTis
3 aHTudocooninigium cuugpomom (D.G. Rumsey et al., 2017)

KniniyHi kpuTepii:

Tpom603 cyaumH: 1 abo GinbLue KNiHiYHWX eni3ogiB apTepianbHOro, BEHO3HOro TpoM603y a60 TPOMOO3Y CyAUH MIfIKOro Kaniopy,
y OyAb-AKi TKaHWHi @60 opraHi, 06'eKTUBHO NIATBEPIXKEHOTO 3aTBEPAXKEHUMMN KPUTEPIAMM

JlabopatopHi kputepii:

HasgHicTb BA y nnaami 2 a6o 6inblue BUNaaKis TPUBANICTIO He MeHLwe 12 TUXHIB

AHTukapgioninin isotuny IgG Ta/a6o IgM, cepennix a6o Bucokux Tutpis (>40 GPL a6o MPL a6o >99-ro nepueHTuns)

y 2 a60 6ifbLUe BUMagKax NPOTAroM LoHaWMeHLLe 12 TUXHIB

AnTuTina fo B, rnikonpoteiny | izotunis IgG Ta/abo IgM, cepeaHix abo BUCOKMX TUTPIB (>99-r0 NepLeHTMS)

y 2 i 6inbLUie BUNALKaX NPOTArOM LLOHaNMeHLLe 12 TUXHIB
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y mopociux. CUB ta BoBuak-1moai6Hi 3aXBOPIOBaH-
HsI CTAHOBJISITH OLIBITCTD (83 %) BUIAKIB BTO-
puraoro ADC [10]. ¥ psaai gocmipkens y miTeit
3 CUB sBigmivaiorbes aPLs, 3okpema, aCL —
y 48%, LAC —y 23 % mireii [9].

AnTudochomimiHIi CUHAPOM 3yCTPIYaEThCS
B moexHaHHi 3 inmmmu, kpim CUB, mursynMmun
ABTOIMYHHUMM 3aXBOPIOBAHHAMU, TAKUMU SIK I0Be-
HimpHUi igionatnyauii aptput (IOIA), mypmnypa
[ennaitn—I'eHoxa, xBopoba Bexuera, remMoiTH-
KO-YpeMiUYHUH CHUH/IPOM, IOBEHIJTbHUU JIepMaTo-
MiO3UT, peBMaroijHa Jjuxomanka. Ha Biaminy
Bi CUB, y Takux NaIli€eHTiB PiJIKO PO3BUBAIOTHCS
aPLs-mioB's13ani Tpombosu. Y miteii 3 FOIA yactoTa
BusiBsienuss aCL y mmasmi csrae 7-53%, ane
aPf2GPI ta LAC BusgBAgIOTHCS Ppiaiie, Hix
y 5% niteii 3 IOTA [1, 10, 11].

Heonaranpuuii antudocdorimanuii CHHIpOM

Heonarambuuit ADC gocuTh piikuil KIiHITHII
BapiaHT. Y 11epio/ii HOBOHAPO/XKEHOCTI iICHY€E BUCO-
KUH PHU3WK PO3BUTKY TPOMOOEMOOJIUHKX IO,
0 3yMOBIIOEThCsT Oaratbma haktopamu. Cepejt
HUX 3HWKEHA KIJIbKICTB IJIa3MiHOTeHY, (DaKTOPiB 3rop-
tanHs1, niporeiny C, mpoteiny S, anturpombiny I11
[9], BiTaminy K, 3HuKeHHS arperariiiHol (GyHKIii
tpomboruTis. TToeHaHs X (HaKTOPIB PU3KKY 3i
CMIA/[KOBUMU Ta HaOyTUMU ITPUBOAUTD JI0 T IBHIIIE-
HOTO pU3uKy TpomO03iB [1, 11].

Pusuk possutky ADC y aAuTuHY, HAPOKEHOI
BiZL Marepi, sika xBopisa Ha ADC, my’ke HU3bKUIL.
Xoua BariThi xinku i3 ADC MOXKyTb TIepeiaBaTu
BiacHuM mitam aPLs (3okpema aCL) Tpancria-
IEHTApHO, ajie CTIOCTEPEKEHHS 32 TAKUMU TIThMHU
nokazas, 1mo aCL BUSABISAETbCS Y HOBOHAPOJIKE-
HUX, [IPU ITbOMY HOTO PiBEHb MOBLIBHO 3HUKYETD-
cs ta 3HUKae 110 6 micais [1, 9].

NEOVATPUA

¥ 2003 p. €sporneiicbruii hopym antudocho-
JIMIIHUX aHTHUTIJ iHiIIoBaB EBporeicbKkuit
peectp miteit, HapokeHUX Bij aPLs-mo3uTuBHNX
MaTepiB, sSIKUii MaB Ha MeTi BUSHAYUTU JJOBIOCTPO-
KOBI HACJi/IKM Ta IMYHOJIOTIYHMI CTaTyC TaKuX
niteir. Ctanom Ha 2013 p. 134 auTUHM BKJIIOYEHO
JI0 PEECTPY, ajie B JKOJHOI He BUSIBIEHO TPOMOO3Y
abo CUB [1, 10, 11].

Tpancmnanientapia nepegada aPLs — we enu-
HUIT TPUTEPHUI (haKTOP TPOMOO3Y B HOBOHAPOJIKE-
nux. MoxmBuii po3BuTok HeoHataiabnoro ADC
de novo, sikMii BUHWKa€ BHACJIOK TaK 3BAaHOTO
MEeXaHi3My <«JIpyroro ynaapy» (HeIOHOIIEeHICTb,
cTpec IPU HapO/IXKeHH], 3HEeBOAIHEHHSI, BCTAHOBJICH-
HS TIEHTPAJIbHOTO BEHO3HOTO KaTeTepa, CEeICHuC,
BpokeHa Tpombodiis). Gordon Ta criBaBT. ou-
camm 33 Bunanku HeonatanbHoro ADC, 3 anx 11 de
novo i3 Tpom6o30M Ta nozutuBHuMu aPLs y miteit,
HAPO/PKEHUX BiJl 3/J0POBUX MaTepiB. Y OiIbLIOCTI
3 HUX BUSIBJIEHI I0JIaTKOBI HaOYTi (haKTOPU PU3UKY
BUHMKHEHHS TpoM0603y (iH(dekiil, karerepusariis,
recrauiiinuii giaber, Bpokera Tpombodiis) [1].

Karacrpodiunuii antudocdomimianuii cuH-
ApoM

Karactpodiunnit ADC xapakTepusyeTbCs
IIBUIKKM PO3BUTKOM TPOMOO3Y B KiJIbKOX OpraHax,
110 TTPU3BO/IUTD /IO X TUCHYHKITII Ta HeIOCTATHOCTI
3a HasiBHOCTI aPLs. Y GibImocTi BUMAAKIB ONHITY-
Ha TPOMOOTHYHA TIO/isI, 1O TIOBTOPIOETHCST YePe3
KiJIbKa Mics1(iB ab0 POKIB IicJIs iHII[iaIbHOTO eI1i30-
ny [11]. CunapoM Ma€ BHMCOKY JETaJbHICTh —
33-50 %. Kpwurepii AiarHOCTHKYU 3aIpOIIOHOBAHI
International Task Force y 2003 p. (Tabu. 2).

Karactpodiunnit AOC BUHHUKAE MeHIIe HiX B
1 % mnauientis i3 ADC. Hlicraecar sigomux
BumajkiB katactpodiuynoro ADC ommcani y Mixk-

Tabnuys 2

LiarHocTnyHi kputepii katactpodpiyHoro aHTudpoccponinigHoro cuHpgpomy (E.L. Go, K.M. O'Neil, 2017)

HiarHocTuyHi kpuTepii:

O3Haky 3any4eHHs 3 Ta 6inblue opraHis, cucTem Ta/abo TKaHWH

Po3BuTOK NposiBiB 04HO4ACHO ab0 NPOTArOM OJHOIO TYXKHSA

JNabopatopHe nigreepaxeHHs aPLs (LAC/aCL/anti-B,-glycoprotein | B Tutpax >40 MO/n)

BukntoyeHi iHLWi npuynHn

Kartactpodpiynnii A®C nigTBepAXeHnn

HassHi BCi 4 KpuTepii

KaractpogpivHuii A®C moxcnnBui

HasBHi BCi 4 KpuTepii, ane 3any4eHi 2 opraHu, CUCTEMM 260 TKaHNHU

HassHi BCi 4 KpuTepii, nabopaTopHe MiATBEPAKEHHS HEMOXIIMBE LLOHAVMEHLLIE 6 TUXHIB Yepes CMepTb
a60 BiACyTHICTb BU3Ha4eHHs aPLs [o noyatky karactpodivHoro AOC

HasgHicTb 1, 2 Ta 4 kpuTepiiB

HasgHicTb 1, 3 Ta 4 kpuTEPIiB Ta PO3BUTOK TPETLOI TPOMOOEMOOSIHHOI MOAii,
HE3BaXalouV Ha aHTVMKOArynaHTHY Tepanito GinbLue 1 TvKHS, ane MeHwe 1 micaus nicna gpyroi nogii
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HaposHomy Karactpodiunomy ADC peectpi
(BacHoBanoro €BporelicbkuM (hopymMom aHTHDOC-
dominiHUX aHTUTLIT) Y TAIEHTIB BikoM 710 18 po-
kiB. Cepej olcaHOl KOTOPTHU TIEPeBAKAIH JIiBUAT-
Ka (67 %) 6e3 mornepeHbOI ABTOIMYHHOI MTATOJIOTi
(59 %). Karactpodiunuit ADC 6y mnepuium
nposiBom ADC y 86 % niteii. Kuiniuno autstanit
karactpodiunniit ADC npakTUIHO HE Bi/IPi3HIBCS
BiJl IOPOCJIOTO — CUHJPOM BUHUKAB PaIlTOBO
Ta BKJIIOYAB MHOKUHHI TPOMOO3H MIJIKMX CYAUH
GaraThbOX OpraHiB, Takux sk HuUpKH, jgereni, ITHC,
cepiie, mikipa [7, 11].

TpomOoTHYHI TPOsiBH aHTH(HOCKOJIIIIHOTO
CUHIPOMY

Cyaunuuii TpoMb603 — OCHOBHA KJIiHIYHA O3Ha-
ka ADC, mo BrIoyae aprepii Ta BeHU OYIb-SKOTO
Kajmibpy y Bcix opraHax Ta cucremax. Berkun
Ta criBaBT. [9] onmcanu 28 xiTeil i3 TPOMOOTHYHM-
MK Ta HETPOMOOTHYHUMMU KJIHIYHUMU IIPOSIBAMHU,
ki mas aPLs. Cepen Hux BeHO3HUIT TpOMOGO3 OyB
y 12 mnarienTis, aprepiasibuuii — B 11 maiienTis
(BKJTIOUAI0YM HOBOHAPO/KEHNX i3 TEPUHATATIbHUM
iH(apKTOM), HETPOMOOTHUYHI TIPOSIBY — Y 5 JiTEN.

Cepej HallyacTIIIMX BEHO3HUX TPOMOOTUYHUX
noziit y mireit 3 ADC — tpomb603 riMbOOKUX BeH
HUKHIX KIHI[IBOK, TPOMG03 11epeOpabHOr0 BEHO3-
HOT'O CUHYCa, a cepe/l apTepiajibHuX — Haituacriiie
imemiunuii indapkr. IlepebpoBackysipHi mOpYy-
IIEeHHsST Y BUTJSAAI TPoMOO3y I1epedpasbHOro
BEHO3HOTO CHHYycCa Ta ImeMidHoro iHdapkry
3ycTpivaorbest 'y 32% TAIieHTiB, BHECEHUX
110 Ped-APS peectpy, 1110 3HAYHO BHIIlE TOPIBHIHO
3 jopocanmu [3].

HerpomOoTnuHi nposieu antudocdominiHoro
CHUH/IpOMY

Jlo HeTpoMOGOTHYHUX, ab0 <«HEKJIACUYHUX>,
nposiiB ADC HanexaTh reMaToJIOTiuHi, PETUKY-
JgpHa acdikcig, Xopesd, TOMEpeYHU Mi€JiT,
eminencis, xBopoba kiamaHiB cepiig. Cepen
HarieHTiB, BKAOYeHUX 10 peectpy Ped-APS,
HalyacTillle CIIOCTePiraloThbCcsl TeMaTOoJIOTiuHi
HekIacnyHi mposiBu (39%), 3aXBOPIOBAHHS IIKipH
(25%) i HeTpOMOOTHYHI HEBPOJIOTIUHI MTOPYIIIEHHS
(16%) |2, 10].

Cepen rematosioriunux mposisiB ADC naituacri-
1€ 3yCTPIYaeThCsl TPOMOOIUTOTIEHIS], TEMOJTITHYHA
aHeMis, JieiikorieHis Ta, pigre, cuaapom LAC rimo-
POTPOMOIHEMIl, TIOB'sI3aHMH 3 BUCOKOIO ahiHHICTIO
aHTUIPOTpoMGiHOBHX aHTuTi [10]. ABTOiIMyHHA
TeMOJITUYHA aHeMisd, SKa 1HO/AI TOEMHYEThCH i3
TpombonuToneHieo (cunapom EBanca), omncana B
mireit i3 BropuaaM ADC na ¢oni CUB [9].
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Jlo moImmpeHnx HEBPOJIOTIYHUX HETPOMOOTHY-
HUX T[POSIBIB HajeXaTb MIiTpeHb, eTijencig
ta xopest. ¥ marientiB Ped-APS peectpy cepern
16 % niTeil i3 HEBPOJOTIYHUME TIOPYIIEHHSIMU
MirpeHb BifiMidaeTbcs y 7 %, xopest — y 4 %, errijie-
ncist — y 3 %, posjaau HacTpoio — B 1 %, riceBio-
nyxJjuHa Mmozouka — B 1 % [2].

IIpodins anTHdoChOMIMTHAX AaHTUTIN Yy TiTEi
3 auTHdO0Cch O THUM CHHAPOMOM

Cepen ycix obcrexenux gitei i3 ADC e
y 33 % BusiBieni Bci Tpu cyorunu aPLs, y 67 % —
HeraTUBHI TecTu 10 omHoro abo aBox aPLs, mo
BKa3y€ Ha HEOOXi[HICTh PYTUHHOTO BU3HAYEHHS
BCiX Tpbox cyOtumiB aPLs. ¥ mireit yactirre 3ycTpi-
yaeThcst BoBUakoBuii antukoaryastut LAC (72 %)
nopiBusino 3 gopociumu (40-54 %). 3Haunumit
BiZICOTOK [liTell 3 TEPCUCTYIOUYUMU TTO3UTUBHUMU
aPLs He Mae XOAHMX TPOMOOTHYHUX IIPOSIBIB.
Perpocnexktusnanii anamniz 100 gitelt 3 mo3uTHBHU-
mu aPLs cBigunth, mo Jymme B 10 % mnamienris
BUHUKIM TpoMOo3u, Tomi sk aPLs-mos'asani
KJIIHIYHI TIPOSIBM CAMOCTIHO BUHUKIN Y 77 %
miteii [10].

Husbki tutpu aPLs BusiBisiioThest y GJM3BKO
25 % 3/I0pOBUX JIiTeli, 1O BUIIE HiXK Y JOPOCIUX.
I1i aPLs 3a3Buyait MaioTh TPAaH3UTOPHUI XapaKTep
Ta 3'SIBJLIOTHCS TMiCAd iH(EKIINHNX 3aXBOPIOBaHb
ab0 BakIMHAINI. Y 370pPOBHUX [iTeil 4acTOTa BUSIB-
nenns aCL csirae 3-8 %, a,GPI — 3-7 %. PiBenn
iMyHOTJIOOYJTiHIB Bapifo€ 3a/eKHO BiJl BiKy Ta
MOsKe MaTH 3aJIesKHi BiJ BIKY HOPMaJIbHI 3HAYEHHS.
LAC BusABISETBCSA y 3MO0POBUX JIiTEH, SKi MAlOTh
nogosxkennit AHTY [1].

JlikyBanus

OcHoBHa MeTa y BefieHHI naIieHTiB i3 aPLs —
HoMNepe/KEHHsT PO3BUTKY TPOMOO3y Y XBOPHX,
SKi He MaJiy emizo/iB TpoMOo3y (repBuHHa Ipodi-
JakThKa); edeKTHBHa Tepamis  TpomOO3iB,
110 BUHUKJIW; Ta TTOTIEPEe/IZKEHHST TOBTOPHUX €TTi30-
[iB y narienTis i3 aiarnoctroBanum ADC (BTOpuH-
Ha npodisaktuka). OKpiM TOTO, HEOOXiTHO BUSBH-
™™ (hakTOpU pU3NKYy, He oB'g3ani 3 aPLs, Ta ycy-
HyTH ix [12].

JlikyBanus xiteit 3 ADC — nernpocre 3aBIaHHs
3 OIVISIIy Ha BIJICYTHICTh 3aTBEP/KEHUX JliarHO-
CTUYHUX KPUTEPIiB JJIs iTeld, HEAOCTATHIO KiJb-
KIiCTb KJIIHIYHMX JOCJIi/IZKEHb Ta PiIKICTh IIaTOJIOTi1
cepejl IMTSA4Y0To HaceseHHs. JIikyBajbHa cTpaTeris
g pursdoro ADC Gasyerbes Ha IONEpesHixX
MAHWX KIJBKOX OTJISIZIOBUX MOCJIPKEHb Ta MOJH-
dbikoBanux pekomenpgaiisx JikyBanusgs ADC
Y IOPOCTIUX.
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[Tepunna TpombonpodilakTuka HeobXigHa
MaifieHTaMm, y SKUX BUMAJAKOBO BugpieHi aPLs,
Ta [iTAM i3 CYIYTHBOIO TATOJOTIEI0, TaKOIO
ax CUB, y axux € aPLs, aje e He 6y/10 TpoMOO-
tuayHoro emizony [12]. ¥V 2003 p. ycim mopociamm
naiieHtam i3 aPLs 6e3 KIiHIYHUX TIPOSIBIB PEKO-
MEH/IyBaJIM TIOCTi{HO 3aCcTOCOBYBATH acIipuH
y HU3bKUX 703aX (80—100 mr mosus) [1], ane 1miz-
Hillle 3ampoOBaIUJIN HOBI 3aCHOBaHI Ha JOKa3ax
pexomenpartii gikyBanus aPLs-nociis. e miaxin
BKJTIOUaE rpodinb aPLs, kapaioBackysisgpHi haxTo-
pY PU3UKY Ta KJIHIYHWH CTaH JJIs1 BU3HAUEHHS
HeoOXizHocTi iHimiarii sikyBanus [13]. ILrare6o
KOHTPOJIbOBaHe JIOCJiKeHHs1, nposeinene Erkan
Ta CITiBaBT., TOKa3aJ0 HeeeKTUBHICTH MOCTIHOTO
3aCTOCYBaHHSI HM3BKUX 703 acmipuHy (81 mr
MIOJIEHHO ) JIJIST TIOTIePe/PKEHHST TIEPBUHHOTO TPOM-
603y B marfienTis i3 mozurnsHuMu aPLs [14].

BropunHa npodisaktuka TpoMOO3iB TaKOK
6a3yeThCcsl Ha PEKOMEH[AIisIX JIJIST JIOPOCIUX
narfientis 3 ADC. JlikyBaHHS MAIi€EHTIB i3 rocTpU-
mu Tpombozamu npu ADC He BiapisHAETbCA
Bijl JTIKyBaHHs TOCTPUX TPOMOO3iB IHIIOTO MOXO-
JUKEHHsT Ta TOoTpebye 3ajydeHHsI CIeliagicTiB
i3 3a3HaueHOro NUTaHHSI. 3a3BUYall MaIlEHTH
OTPUMYIOTH He(PaKITIOHOBAHWH TETIAPUH i3 Bi/IIO-
BiZIHOIO CYHpPOBiHOIO iH(]Y3iliHOI Tepartieio.
[Ticsis iHiliaMbHOTO JIIKYBAaHHS rellapUHOM Talli€H-
TiB YaCTO TIePeBO/IATH Ha Bap(hapwH I JOBTOTPH-
BaJIO1 aHTUKOAryJiditii [1].

JlixyBanust karacrpodiunoro ADC y mitei
MOJIATAE B IHIIIATIbHOMY TTPOBE/IEHHI aHTUKOATY IS -
1ifHOI Ta IJIIOKOKOPTUKOiHOI Teparii. [osoBHE
3aBIaHHs Tpu BeneHHi kartacrpodiunoro ADC —
YCYHEHHSI TpUTepHUX (aKTOPiB, KOHTPOIb HaJ
SIRS Ta esiMiHaIis BUHUKIUX TPOMOO3iB.

AHTUKOAryJIIiiHY Tepario MpoBOAIThL Tera-
PUHOM i3 TPOMOOITHYHOIO, (hiGPUHOIITHIHOTO
METOIO, a TAKOK IS IHIOyBaHHS aKTUBAIil KOM-
miementy. HesBaxkaioun Ha 3HAUHE BUKOPUCTAHHS
AQHTUKOATYJISAHTIB, y NeiaTPUYHii IIPAaKTHUI remna-
pUHOTepariss Ma€ 0OaraTo J0JaTKOBUX PHU3UKIB,

JIITEPATYPA

NEOVATPUA

[OB'I3aHKX 13 BIKOBUMH 0COOJIMBOCTAMU (hapma-
KOJMHAMIKN TpenapatiB. ToMmy TiJi 4ac TakKoro
BUIY JIKyBaHHS HeOOXiJHO KOHTPOJIOBATU
Ta 36epertu GanaHe cucteMu KoaryJisiii [14].

Jlist 36epeskeHHsT KOHTPOJIO HAJ 3allaJbHUM
npoitecoM 1ipu Karactpodiunomy ADC BHUKOPH-
CTOBYIOTH TJIFOKOKOpTUKOiau. I1i slikapchki 3acobm
3HMIKYIOTB arperaiito TPOMOOIMTIB, EHI0Te T aIbHY
Ta JIEHKOLUTAPHY a/resiio, iHriOYIOTh HPOAYKILIO
mnasmenux (C3, C5a, Opagukinin, TpoMOiH) Ta KJIi-
TUHHUX (IIUTOKIHN) Me/liaTopiB 3anaiennd [1, 8].

[Tlrazmo3zamicHe TiepesiuBaHHS — TPETIN TOIIN-
penuit MeTo JikyBaHHs KaTacTpodiuynoro ADC.
[eit meTo/1 ehpeKTUBHO BUIAJISIE TTATOJIOTIYHI AaHTH-
Tijla, iIMyHHI KOMTIJIeKCH Ta MUTOKiHU. OjHaK
y ZIiTeH, AKUM ITPOBOJINJIN TaKe JIKyBaHHS, CITOCTe-
piraerbcest OiTbIIa 9acToTa YCKIaHEHD, TOMY HOTO
MPOBOJATH Yy cIeliajgi3oBaHux 3akjanax [8].
Bucoki 1031 BHY TPillTHBOBEHHUX iIMYHOTJIOOYTiHIB
2 T/KT peKOMEHJYIOTh MICJs TJIa3MO3aMiHHOTO
nepesMBaHHS Ta 3aCTOCOBYIOTH $SIK YaCTUHY
«TIOTPINHOI Teparii» Mpu JiKyBaHHI KaTacTpodi-
noro ADC [1, 8, 14].

BucHoBku

BuBuennsg MexaHi3amiB PO3BUTKY, KJIHIYHOTO
noriMopdi3My Ta i IXO/iB /10 JIaTHOCTUKH I JIKY-
Banust ADC y ziiTeill € OHIEI0 3 AKTYaTbHUX MiXK-
MUCTIUILTIHAPDHUX TPOOJIEM CydacHOI memiaTpil.
3 orJsmy Ha BiICYTHICTH 3aTBEP/XKEHUX [[iarHO-
ctuunux kpurtepiiB ADC s giteid, HeIOCTATHIO
KIJIbKICTh KJIHIYHUX JIOCTIXKeHDb 1 PIAKICTh TaTo-
Jiorii, Ha cboroHi aikyBauHs fiTeii i3 ADC € npo-
OaemaTraHUM. TepaneBTHYHA CTPATETIST AUTSIIOTO
ADC 6aszyerbest Ha MOAMMDIKOBAHIX PEKOMEH/[alli-
sx gikyBantss ADC y nopociux, i yepe3 BiKOBi
0COGJIMBOCTI TeMOCTa3y y JiTell He MOKe MOBHOIO
MipOIO BiANOBiZaTH iX TepaleBTUYHUM ITOTPeOaM.
[Tpo6aema ADC y xiteil morpedye MOAATBITUX
JIOCTTIIDKEHD /IJIsT CTBOPEHHS PEKOMEH/Iallii 3 fiar-
HOCTHUKH, JTIKYBaHHS 3aXBOPIOBAHHS Ta CXEMU CII0-
CTepPEKEHHS 32 TAKUMU JIiTHMHU.
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