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HEDPOMATII NPU AHTUDOCPOAINIAHOMY CUHAPOMI

BM3HOYEHHS NOHATTH

Antndocoomimiganii cuaapoM (ADC) — xpoHiu-
HE CyIWHHE OKJIIO3UBHE 3aXBOPIOBAHHS, 1110 KJIiHIYHO
MPOSIBJISIETHCST PEIIMAMBYIOUMMM BEHO3HUMM Ta apTe-
piaJIbHUMU TPOMOO3aMU, TPOMOOIIUTOTICHIEIO Ta 3BUY-
HUM HEBUHOIIYBAHHSIM BariTHOCTI (abo iHILIOI aKy-
mepchKoio narosorien). AOC onucyioTh SIK CUCTEMHE
aBTOIMYHHE 3aXBOpIOBaHHs (ab0 KIIiHiIKO-J1abopaTop-
HU CUMIOTOMOKOMILIEKC), MOB’SI3aHMI i3 CHMHTE30M
a"TuTin 10 dochouimiais (adJI), Ta reHepaiz3oBaHUM
MPOTPOMOOTUYHUM CTAHOM.

ADC onucanuit y 1986 poui G.R.V. Hughers i criB-
aBT. i iHOAI B JiTepaTypi 3YCTPiYa€eThCs Mil Ha3BOIO
«cuHapom Hughers».

Eniaemionoria

A®C po3BUBAETHCS B MOJIOJAOMY Billi, y 4—5 pa3iB
yacrTillle y XiHOK, HiX y 4oJIOBiKiB. [locTeMeHHa Mo-
mynsiiina nommpeHicte ADC He 3’sicoBana. adJl 3y-
CTPiYaroThCsl B cepeIHbOMY Y 6 % 3M0pOBUX JIIOCH, Y
JKIHOK i3 pelMIMBYIOUOIO aKyIEPChKOIO MATOJIOTIED —
y 5—15 %, y XBOpUX Ha CUCTEMHUI1 YEPBOHUII BOBYAK
(CUYB) — y 40—60 %, a yacTora TPOMOOTUYHHUX YCKJIAI~
HEHb Y LIMX XBOPUX gocsirae 35—45 %.

Kanacuoikauia

Ha 1ieii yac noBeneHo icHyBaHHS nepBuHHOro A®C
(ITADC), sxmii, IMOBIpHO, € CAMOCTIITHOIO HO30JI0-
rivHoto ¢dopmoto, ta BropuHHoro AOC (BA®C), Bu-
HUKHEHHS SKOTO MOB’SI3aHO 3 CUCTEMHHMM Y€PBOHUM
BOBYAKOM a00 3 iHIIMMM XBOpOOaMu aBTOIMYyHHOI
nmpupoau (peBMaToimHuii apTput, cuHapoM Illerpe-
Ha), JiMdonpoaipepaTUBHUMU 3aXBOPIOBAaHHIMU
(mapamnporeiHeMiyHi reMo0JacTO3M, TOCTPUM i Xpo-
HiuHU# HimMdoneitko3s), iHpekuiamu (cudiiic, XBopo-
6a Jlaitma, CHII), mocTiiiHUM 3aCTOCYBaHHS JESIKUX
JiKapCchKMX 3aco0iB (TriapanasuH, (eHiTOIH, XJIOPII-
pomasuH, HoBokaiHamin). Yactka [TAD®C cTaHOBHUTH
53 %, BA®C — 47 %. Ocobnusum BapianToM ADC €
Kamacmpogivnuil i3 pO3BUTKOM IIBUAKOIIJIMHHOI IT0-
JIiIOpraHHO1 NaToJIOTil.

Anpeca [Uist JMCTYBAHHSA 3 ABTOPOM:
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ETioAorig

IMpymuman ADC He Bimomi. Haituactimme ADC po3Bu-
BA€ETHCS ITPU PEBMaTUYHMX Ta aBTOIMyHHUX 3aXBOPIOBAH-
HsX, TiepeBaxkHO y paszi CUB. IigBuiennii piens adJl
criocTepiraloTh TIpu iH(eKIisx (cTpenTo- i cradisoko-
K1, MikobakTepii TyoepKynbo3y, BUL, iutomeranosipyc,
renatuT B i C, Bipyc Emmreitna — bapp), 3mosikicHIX
HOBOYTBOPEHHSIX, MPUIOMI JESKUX JiKiB (Tigpayia3uH,
i30Hia3um, TMepopaibHi KOHTPALENTUBHU, iHTepPGhEPOH).
€ maHi mpo iMyHOT€HETHYHY IeTepMiHOBaHicTh 10 ADC,
3aCHOBaHi Ha BUSBJICHHI OUTbI BucoKoi yactot adJl y
ciM’six manieHTiB i3 [TADC i BADC. Onucani BUaaku
po3Butky [TADC y ueHiB ofHi€T pOAUHM.

YuCIeHHICTh Ta Pi3HOMAHITHICTh KJIiHIYHOI CUMII-
ToMatukt ADC i gacTe moegHAHHS 3 iHITUMU ITaTOJIO-
TiYHUMMM CTaHAMM, 110 TaKOX MepediraloThb i3 TpoMOO-
TUYHUMU YpPaXXEHHSIMU 0araTboX OpraHiBb i3 CUCTEMHOIO
3aIaJIbHOIO BilMOBIAMI0 (CMHIPOM IMCEMiHOBAaHOTO
BHYTPIlIHBOCYIMHHOTO  3rOpTaHHS, TPOMOOTMYHA
TPOMOOLIMTOIIEHIYHA TIypIlypa), OYpXJIMBUI PO3BUTOK
aTepOCKIIEPOTUYHOTO ypaxkeHHsT cynnH ipu ADPC, Bin-
CYTHICTh BIpOTiIHUX JTaOOpaTOPHUX MOKAa3HWKIB, 3a
SIKUMW MOJIMBO MPOTHO3YBATH PELIUAMBUA TPOMOO3iB,
MPUBEPTAIOTh YBAary MOCTIAHUKIB i3 METOIO MOIIYKY
crieupivyHUX IMYHOJIOTIYHUX i MOJEKYISIpHO-0i0J10-
TIYHUX XapaKTePUCTUK CHHIPOMY.

NaroreHes

Possurok ADC noB’s13y10Th i3 cuHTe3oM adJI — re-
TePOTEHHOT MOMYJISALIl aHTUTI 10 aHTUTEHHUX JeTep-
MiHAHT HETaTUBHO 3apsyKeHUX (aHioHHUX) hocdorti-
miniB i/a6o mo dochomininos’ss3younx (KohaKTOPHUX)
OiJIKiB IIa3MMU:

— 1o KapaioJininy kiaaciB G i M;

— ¢dochatuannetTaHonaminy, ¢pochaTUaUIXOIiHY;

— AHTUTLJI, 1110 BiAMOBIAAIOTh 32 YTBOPEHHS XUOHO-
TMO3UTUBHUX peaKiliii Ha cudiJic;

— QHTUTIJI, 110 TIOMOBXYIOTh Yac 3ropTaHHS KpPOBi
(in vitro) y docdominig3anekHNX KoaryasailiifHIX Tec-
Tax (BOBUaKOBUI aHTUKOATYJISTHT).

ITpu CYB 11i anTHUTINIA, SIK i BOBYAKOBHIT aHTUKOATY-
JIAHT, BUSIBJIAIOTH i3 4acToToM0 Bif 7 10 86 %, 110 mosic-
HIOIOTh BUKOPUCTAHHSIM Pi3HUX METOAMK iX BUSHAUCH-
4acTOTa CTAHOBUTD He Oijibiie 2—4 %.

BaxmBy poib B yrBopeHHi a®JI BifirpaioTh peuoBy-
HU-KodakTopu (ITPpOTPOMOiH, TPOMOOMOMYJIiH, KiHiHO-
TreH, KiHiHOTeH3B A3y104nii GiToK, B,-rmikonpoTein I).

Bzaemonisg a®JI i3 docdomimizamu Ta KopakTop-
HUMU OUJIKAMU, SIKUM HAJIEXUTh LIEHTpaJIbHe Miclle B 11
peanizauii, € ckiagHuM TpouecoM. OTHUM i3 BimomMux
Ko(aKTOpHUX OiNIKiB € P2-IriKonpoTeiH, Mo Ma€e aHTH-
KOAaryJsIiiiHy Aito.

P2-rnikonpotein B3aemonie 3 pocomininamMmu mem0-
paH TPOMOOLINTIB, KJIITUH €HIOTEJIiI0 CYINH, HEIPOHIB
Ta iHIIMX KJIiTUH, 110 MPU3BOIUTH IO Pi3HOMAHITHUX
CTPYKTYPHUX 3MiHU MOJIEKYJI LIMX MeMOpaH, 1ucOanaHcy
y MOCJIIIOBHUX MEPETBOPEHHSIX KOMITOHEHTIB KOaryJisi-
HiftHO1, (hiOPUHOMITUYHOI, KiHIHOBOI CUCTEM, MOXKJIMBO,

LIMTOKiHOBUX MEePETBOPEHHSIX. ¥ Mpolleci B3aEMO/Iii Bifl-
OyBaeTbcs (DOPMYBAHHS «HEOAHMUEHI8», 3 SKUMU i pea-
I'VIOTh IMpKYyTotoui adJI, y pe3yabTaTi 90ro BimOyBa€eTh-
Cs aKTUBAaLlisl TPOMOOLIUTIB, BTpaTa aHTUTPOMOOTEHHUX
BJIACTUBOCTEH €HIOTEIIIEM, IIOPYLITYEThCS (PiOpUHOITI3 Ta
MPUTHIYYETHCS aKTUBHICTh OLIKIB CUCTEMU MPUPOIHUX
aHTUKOoAaryyasHTiB (mpoteinu Ci S).

ITicma B3aemomii a®dJI i3 docdominimamMmmu MemOpaH
KJIITUH PO3BUBAIOTHCS TTOPYIIEHHS, 1110 BUKIIMKAIOTh T'e-
Hepali3oBaHi a00 OKJTIO3MBHI TPOMOOTUYHI MiKPOBACKY-
JIApHI YpaXkeHHS Pi3HUX CYIMHHUX IUISTHOK OpPraHi3My;
BacCKyJIT, 3yMOBJICHWII HAKOMMYEHHSIM Y CTiHIII CYIuH
IMyHHUX KOMITIEKCIB; TUCEMiHOBAHE BHYTPIILIHBOCYIUH-
He 3ropTaHHsI KpOBi; BHYTPILLIHBOCYAWHHY aKTHUBALIilO
KOMIUIEMEHTY, HEUTPOiIiB i3 POZBUTKOM JIEUKOIIUTAP-
HOTro TpoMOO3y Ha TJIi IMCPYHKIIII eHI0TeNi0. YTBOpEeH-
H$1 TPOMOO03iB MOSICHIOIOTH TiITOTE3010 MOIBIITHOTO yaapy:

— TIepmii ynap — uupkysorodi adJI cripusiioTs Ti-
MepKoaryJsiiii Ta CTBOPIOIOTh IMiAIPYHTS JIJis1 YTBOPEH-
HSI TpOMOO3iB;

— NIpyruil ygap — His 10JaTKOBUX (akTopiB (BiK,
TpaBMa, iH(eKIIisl, BariTHICTb Ta iH.) Ta iHAYKIiSI HUMU
TPOMOOYTBOPEHHS.

KAiHika

ITopyuieHHs, 1110 BUHUKAIOTh Y KOHKPETHUX XBOPUX
Ha ADC, pi3HOMaHITHI 3a CTyIIeHeM BUPaXKEHOCTI i KJTi-
HIYHO MPOSIBJISIOTHCS PI3HUMU KOMOiHAIIISIMU.

Y neskux Buragkax ADC, 0cobaMBO Ha T TOCTPUX
PELIMANBYIOYMX TPOMOO3iB, MOXYTh BUHUKATH TMOJIiOp-
raHHa illleMisl Ta pi3HOMAHITHI KJIiHi4HI MPOSIBU: CiT-
yacTe JIiBeJ0, MoNepeYyHUA MIi€JIiT, MirpeHb, Xopes, eIli-
JIETICisT, aCeNTUYHI HEKPO3U KiCTOK, XpOHIYHi BUpa3Ku
TOMIJIOK, HeiH(eKUiIiHMI MioKapauT, CMHApoM PeiiHo,
aBTOIMyHHA TeMOJIiITUYHA aHeMisl, apTepiajbHa, Jere-
HeBa Ta TopTajibHA TilepTeH3isl, MepBUHHA Oe3ITia-
HICTb, KapJiaJabHi MposiBU (TocTpuii iHhapKT MioKapa,
MiTpajbHUIA TTOpoK cepiis) [3].

3araJlbHOBU3HAHUM € BUIJIEHHST KaTacTPO(higHOTO
ADC [6, 13] — ocobmmBoro Bapianta [TADC, 1o xa-
PaKTePU3YETHCSI OYPXIMBUM PO3BUTKOM TPOMOOTHY-
HUX YpaxkeHb CYIMHHUX OaceiHiB Ta MOJiMOpP(PHOI0
CUMITOMATUKOIO 3i IIBUIKOIPOTPECYIOUUM Tepedi-
roM (HUpPKOBa HEJOCTAaTHICTb Ta apTepiajibHa Trinep-
teHsisga (AI), JereHeBa HeIOCTATHICTb, HEBPOJOTIYHI
MOPYIIEHHS, PEeCHipaTOpHUI ITHUCTPEC-CUHAPOM, Tie-
pudepuuHa raHrpeHa). [looaWHOKI MOBITOMJIEHHS
CTOCYIOThCSI pO3BUTKY KartacTtpodiunoro ADPC Ha Tii
cunapomy lllerpeHa ta peBMaToinHOrO apTputy. Po3-
BUTOK KaTtacTpodiuHoro ADC BUKIMKAIOTh iHPEKIIiii-
Hi 3aXBOPIOBAHHS, XipypriuyHi BTpy4YaHHSI, IPOBOKYE —
3aCTOCYBaHHS ACSKMX JIIKAPCHKMX 3aC0O0iB (METIbOBUX
NiypeTHKiB, KAl TOIPUITY, OpaTbHUX KOHTPALIETITUBIB).

Ockinbky KiiHiyHa cumrromatuka ADPC Haa3BH-
YaiiHO pi3HOMaHITHA, XapaKTep MPOrpecyBaHHS CUMII-
TOMiB MOX€ 3MiHIOBaTUCh Y IIMPOKUX Mexax. Ocobu-
Ba yBara MpUIiISETCI XapaKTePUCTUL KPUTEPiiB HOTrO
JiarTHOCTUKU. BuAiisioTh ABI OCHOBHI Ta OJHY JOIO-
MiXHY rpynu KpuTtepiis [1].
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OcHogHi:

— meplua rpymna — TpPOMOOTUYHI CYyAMHHi ypa-
KEeHHsI (TpoMOO3M BEJIMKUX TJIMOOKMX BEH KiHIIiBOK,
TPOMOOTUYHI Ypaxke€HHS JIETeHEBOI apTepii, MOBEPXHE-
Bi TpoMOOMIe6iTH, ciTIacTe JTiBeH0; ypaskeHHS MiKpo-
CyIMH — MOLIMPEHi HEKPO3W IIKiph, TPOMOOTMUYHA
MiKpoaHrionarisi B HUpKax, IMiATBEpAXeHa JaHUMU
Oiomcii [9], Ta TPOMOOTUYHI YpaxkeHHS B AEKITbKOX CY-
JUHHUX JiissHKax [12].

— JIpyra rpyra — akyuepchbKi KpuTtepii (Tpu emnizonn
i OiniblIe 3arubesni eMOpioHa, He MOB’sI3aHi 3 aHATOMiY-
HUMM, TCHETUWIHUMU 200 TOPMOHAIBHUMY MPUYNHAMH;
OJIVH emni30/ a00 Oiiblie 3arubesti Maoaa B CTPOKU MOHA
10 TVKHIB BariTHOCTI TIPY HOPMAJIBHOMY PO3BUTKY ITJIO-
J1a; 3aruoesib OAHOT0 HOBOHAPOIXKEHOTO abo Oiyblie 6e3
AHOMaJIiii PO3BUTKY, 110 OOYMOBJIEHA HEJOHOLIEHHSIM,
TSDKKOIO MpeeKJIaMIICiero abo TSKKOK IUIALEHTApPHO
HEIOCTATHICTIO; TIepeayacHe BigllapyBaHHS TUIALICHTH,
npeekiamiicid i eknamrcis, HELLP-cunapom).

o donomisxicHoi epynu KpUTEPiiB 3apaxoOBYIOTh: TPOM-
OOLIMTOIEHII0, FEeMOJITUYHY aBTOIMYHHY aHEMil0, aBac-
KYJISIpHI HEKPO3M KiCTOK, CYIOMH, XOpElO, CUHAPOM,
1110 Harajlye po3CisiIHUM CKJIEPO3, MirpeHb, MONePeUYHU A
MI€JNIT, PI3HOMAHITHI ypaxKeHHS Cepls, HEKPO3U Hall-
HUPKOBUX 3aJ103, Iepdopallito HOCOBOI MEPETOPOIKH.

Ypa>keHHs Hupok npu AOC

BunukHenHst Hedpornartii y xBopux Ha [TADPC Tta
BA®C mnoB’s3yl0Th 3 iHTpapeHaJIbHUM CYAMHHUM
ypaxkeHHsM. Kiiniuni i MopdomoriuHi mposiBu TpoMm-
6otruHOi MikpoaHrionaTii B Mexax ADC moapibHi 10
IHIIMX MiKpoaHrionarii — reMOoJIiTUKO-YPEMiYHOIO
CUHAPOMY Ta TPOMOOTUYHOI TPOMOOIUTOTIEHIYHOT
nypnypu. [1pu BUBYEHHI HUPKOBUX OiOMTATIB Y XBOPUX
Ha JI0nyc-He(PUT BCTAHOBJICHUN TICHUI 3B’SI30K BU-
HUKHEHHSI BHYTPILLIHBOKJIYOOUKOBOI'O TPOMOO3Y 3 Tifl-
BUILEHUM piBHeM aHTUTi1 Tuny IgG no KapaiosiniHy,

a OUTBIII BUCOKA YaCcTOTa TIIOMEPYJIOCKIIEPO3y BUHUKAE
Ha TJIi yTBOPEHHS TPOMOiB Ha IMTOYATKOBUX CTAisIX XBO-
pob6u. PO3BUTOK TPOMOOTUYHOI aHTiOMNATIl MPU JIIOITyC-
HedpuTi aconitoeTbes 3 ADC Ta BU3BHAETHCS (haKTOPOM
porpecyBaHHS He(poIIaTii.

Iomno possurky AMC-acouiitoBaHoi Hedporarii
ripu [TADC, T0 11 BUHUKHEHHS OITMCaHe B HEYMCIEHHNX
nmauieHTiB. Yactora Hedpomnarii, 3a gaHuMu N. Amigo
i ciBaBT. (1992), ctanoButh 25 % npu INADC, y pasi
BA®C —y 32 % xBopux Ha CHB. OCHOBHUM KJTiHIYHUM
CUMIITOMOM Hedpomnarii € apTepiaibHa rinepTeHsisi, yac-
TO TMOMipHa, 3HAYHO pijllle — TpaH3UTOPHA. Y NESIKUX
Mali€HTIB ONMUCAHUN 3y0sKicHUI Tepebdir Al' i3 pos-
BUTKOM TOCTPOI HMPKOBOI HegocTaTHOCTi. [TpuunHoro
ATy nanientiB 3 AQDC € 3MiHU BHYTPIIlIHBOHUPKOBUX
CYIUH, 110 TIPU3BOIITD A0 illleMii HUPOK Ta CTUMYJISILIiT
PEHiH-aHTi0TeH3UH-aJIbI0CTEPOHOBOI CUCTEMU. AKTU-
Ballisl PEHiH-aHTiIOTEeH3UH-aIbIOCTEPOHOBOI CUCTEMU
JIoBeJleHa 3HaxXiZKaMM 30iIbLIEHHS PEeHIHYMICHUX KJli-
THUH y 6ioNTaTaXx HUPOK Ta MiABUILEHHSIM PiBHS peHiHY B
ma3Mi KpoBi xBopux Ha ADC. ADC-Hedponaris Moxe
MPOSIBAATUCH Jinie Al', 1110 TOEAHYETHCS 3 TIOPYIIEH-
HSIMM (DYHKIIIOHATHLHOTO CTaHy HUPOK abo mepebirae 3
CEYOBUM CHUHIPOMOM, IMPU SIKOMY PiBE€Hb IPOTEIHYpPil
pinko nocsrae HeppoTnuHoro. Epurpouutypist Mae mic-
1ie B MOJIOBMHU XBOPUX, a BUMAAKW MaKporemarypii He
ornucaHi. XpoHiyHa HMUPKOBA HEIOCTATHICTb BUpaXkKeHa
TMOMIPHO i MPOrpecye Jullle y BUllaakax 3aoskicHoi Al

ADC-redpomnaris y pasi [TADC moxe Tepebiratu
rocTpo 3 (hOpMYBaHHSM TOCTPOTO HEPPUTUIHOTO CUH-
JIPOMY 3 BUPAXKEHUMHU EPUTPOIIUTYPI€EIO Ta TIPOTEiHYPi-
€10 B noeaHaHHi 3 Al i roripieHHsSIM a30TOBUILHOT
dysK1Iii HUpOK. XpoHiuyHmii rmepedbir ADC-Hedpormarii
y OUILIIOCTI MALiEHTIB MPEACTABACHUN MiHIMaJIbHUM
CEUOBMM CHHIPOMOM, 3HIKEHHSM IMEpPeBaXkKHO (Pisib-
TpauiitHoi ¢pyHKii HupokK Ta AI'. [ly>e pigko 3ycTpiva-
€TbCSI HE(POTUYHUI CUHIPOM.

Ta6nunys 1. OcHOBHI kniHiYHi nposiBu APC

OpraHu i cuctemu

KniHiyHi nposaBu

ApTepianbHa OKN03is

IHCYNIbT, OKNIO3is a0pPTH, iIHDAPKTM BHYTPILLHIX OpraHiB, raHrpeHa KiHuiBoK

BeHo3Ha oKntogia
TpomM603u

BeHO3Hi TpPOM603K1 BHYTPILLHIX OpraHiB, TPOM603 NopTanbHUX BEH, NepudepuyHi BEHO3HI

[emMaTonoriyHi ycknagHeHHs . .
aHeMis, TPOMOGOLUTONEHIs

[emoniTnyHa aHemia (Kym6cC-no3unTMBHa), TPOMBOTUYHA MiKpOaHrionaTuyHa reMmonitTuiHa

HeBWHOLWYBaHHA BariTHOCTI TpumecTpi; HELLP-cHHAPOM

PeuunaunBylodi cnoHTaHHI nepepuBaHHA BariTHOCTI B | TpumecTpi Ta BTpaTta nnoga B I1-Ill

YparKeHHs cepus

YpaxeHHs KnanaHiB cepus, iHdapKT MioKapaa, BHYTpilLHbOCepPLEeBMI TPOM603

YparKeHHs HUPOK

ApTepianbHa rinepteHsid, XpoHiYHa HUPKOBA HEAOCTaTHICTb, XPOHIYHUI rnomMepynoHedpuUT

HeBponoriyHi ypaxeHHs

lwemia MO3Ky, xopesi, CyioMW, MirpeHb, CUHAPOM, KWW Haragye po3CisitHUIM CKNepos, CUH-
apom CHepngoHa (Al peunamBytodi TPOM603KM MO3KOBMX CYAMH, CiTHacTe niBeao)

KicTKOBI yparkeHHs

AcenTUYHUIM HEKPO3, OCTEONOPO3

YpaeHHs WKipn

Cityacte niBefo, BUpa3Ku roMifioK Ta iHLWKX INSHOK LKIpKU (HEKPO3K)

KatactpodivyHuin AGC

PecnipaTopHui gucTpec-cMHAPOM, NereHeBa HeOCTaTHICTb, HEBPOJOTiYHI MOPYLLUEHHS,
HWPKOBa HEAOCTaTHICTb Ta apTepianbHa rinepteHsis, nepnudepuyHa raHrpeHa
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NMatomopdodonoris

Hna mopdomoriynoi Kaptman ADC-Hedpomnatii
XapakTepHe MMOE€THAaHHs TOCTPUX Ta XPOHIYHMX Ba3o0-
KOHCTPUKTOPHUX 3MiH. ['ocTpi 3MiHUM mpeacTaBieHi
TPOMOOTUYHOIO MiKpOaHTionari€ero 3 (QiOpuHOBUMU
TpoMOaMU B KamiIsIpax KJIyOOUKiB i MPEeTIOMEPYJISIPHUX
CyIUH, SIKY 3HaxonsTh juiie y 30 % GionTaTiB HUPOK
nauieHTiB 3 ADC-Hedpornariero.

Mopdonoriuno npu ADC-Hedponatii BCTaHOB-
JIIOIOTh CKJIEPO3 BHYTPIlIHBOKJIYOOUKOBUX apTepiil Ta
apTepiosl, 3a paxyHoOK mpoidepalii Miodiopobdiac-
TiB — (iOpo3HYy rineprasisgd iHTUMU MiXK4aCTOUKOBUX
apTepiii Ta iX rijokK, 10 NPU3BOAUTH A0 IMTOBHOI OKJIIO-
3ii apTepiil i aprepiosl (piOGpo3HOI TKaHMHOIO. Tpom-
00TUYHA MIKPOAHTIONAaTis MPU3BOAUTH 1O YTBOPEH-
HS (DiOpMHOBUX TPOMOIB, SIKi 3aKYIIOPIOIOTH MPOCBIT
MPErJIOMEPYJISIPHUX apTepios Ta KaIuisgpiB Kiybouka.
Cnoctepiraerbcst aTpodisi KOpU HUPOK, BOTHUILIEBUIA
¢ibpo3 iHTepcTullito, aTpodist KaHabliB. Kirydoouku
CKJIEpO30BaHi a00 30i/IblIeHi 32 paXyHOK KiCT, 1110 YTBO-
pro1oThes. 3piaka Ha TJIi TPOMOOTUYHOI MiKpOaHTiomnarii
BU3HAvYaIMCh 1U(by3HA iHTEPITO3UILSI ME3aHTiI0 3 YTBO-
PEHHSIM JBOKOHTYPHOI MEMOpaHU Ta SBUILA ME3AHTIO-
Ji3ucy. Y JmiTepaTypi onmrcaHi BUnagku po3BUTky ADC-
Hedpomnatii 3 poKaTbHNM CerMEHTapHUM TiaJiHO30M/
CKJIEPO30M Ta MEMOpPAaHO3HUM TIJIOMEPYJIOHEDPUTOM.
OcHoBHi MopdoIoTiuHi 3MiHM HaBeAeHI B Ta0J. 2.

ITpu MopdoorivyHOMy JOCTiIKEHHI HUPOK Y XBO-
pux Ha CUB i3 monyc-vedppurom ta ADPC € o3HaAKK
BOBYAKOBOI'O HE(PPUTY Ta BUPAKEHOTO iHTEPCTULIIAIb-
Horo ¢iopo3sy. Inoxi Ha T1i CYB ADC € enuHOI0 hop-
MOIO YPaK€HHST HUPOK.

KAiHika Hedponarii

A®DC-Hebponatiss Haiyacrille KIiHIYHO IPOSIB-
JISIETBCSI TIOMIPHOIO TIPOTEIHYPI€EI0 Ta PO3BUTKOM ap-
tepianbHOI TinmepteHsii. Al pun [TADC TtparmisgeTbes
y 70—90 % xBopux. Y uyactuHu xBopux A’ Moxe OyTr
€IMHUM CUMITOMOM YPaXXeHHS HUPOK, ajie B OUIBIIOCTI
BUIAIKiB BUSIBJISIETHCS ii MOEIHAHHS 3 O3HAKAMU TTOPY-

LIEHHSI HUPKOBUX (byHKIIiH. Po3BUTOK HedpoTUUHOIO
CUHIPOMY CIIOCTEPIra€ThCs PiKO, a 3pOCTalody MpoTe-
THYpilO BiAMIYaIOTh MPU TIXKKill, TTOraHO KOPEroBaHii
AT. 3pinka 3aXBOpIOBaHHST MOXEe PO3ITOYATHUCH i3 TOCTPOI
HUPKOBOI HEOCTATHOCTI Ta MPOTPECYBATHU 10 XPOHIYHOT
HupKoBol HemoctaTHOCTi. [lepebir BADC-Hedpornarii
MAacCKY€EThCsI O03HaKamu monyc-Hedputy. OcoOIMBICTIO
A®DC-HedpomnaTii € paHHE i30JbOBaHE 3HVKEHHS IIIBU/I -
KOCTi KJTyOOUKOBOI (DiJIbTpallii, 1110 HaJIOBrO BUIIEPEIKae
MOPYLIEHHS a30TOBUAILHOI (yHKLII HUpoK. Hupkosa
HEAOCTATHICTh BUpaXkKeHa MOMipHO i Ma€ TMOBiJILHO MPO-
rpecyrounii mepeoir, yacrime mos’s3anuii 3 AI'. Heob6o-
POTHE TOCTPE YIIKOKEHHSI HUPOK PO3BUBAETHCS Y XBO-
pux Ha Kartactpodianuii ADC 3i 3nmosikicHo0 Al

Y Ginbiocti Bunankis BA®C-Hedpomnarist, 1110 aco-
LIIOETHCS 3 IUM CUHJIPOMOM, TIOEHYETHCS 3 JIIOITYC-He-
¢puToMm, i 1i KJIiHIYHA KapTUHA XapaKTePU3YEThCS 3HU-
KeHHSIM HMPKOBMX (yHKILiN Ta (opmyBaHHsIM Al Y
pasi, sko APC € camocTiiiHOIO (HOPMOIO YpaskeHHS
Hupok npu CYUB, i1 KTiHIYHI CUMITTOMHU CITOCTEPIiraroThCs
Y BUIJISIII 3pOCTal0u0l HUPKOBOI HEMOCTATHOCTI, TSIKKOL
AT, npoteiHypil i reMaTypii i IPaKTUYHO CUMYJTIOIOTh
KapTUHY IIBUIKOTIPOTPECYIOUOTO TIIOMEPYJIOHE(DPUTY.

AiarHoctuka

Hnsg ADC xapakTepHa TTOMipHa TPOMOOIIUTOTICHISI,
110 HE CYNPOBOIKYEThCS TeMOPATiYHUMU YCKIJIATHEH-
HsMH, Ta KyMOC-MO3UTHBHA TeMOJIITUYHA aHeMisd. Y
pasi karactpodiuHoro ADPC i3 HepomaTiEr0 MOKIUBHIA
PO3BUTOK MiKpPOAHTIOMAaTUYHOI TeMOJIITUYHOI aHeMil. Y
XBOPpHUX, y SIKMX BUSIBIISIETHCSI BOBYAKOBUI aHTUKOATy-
JISTHT, MOKe OYTH TTOIOBKEHHST aKTUBOBAHOTO YaCTKOBO-
r'o TPOMOOTUIACTUHOBOTIO Yacy i MPOTPOMOiHOBOIO Yacy.

Metonom ELISA (imyHOCOpOLiiiHi TecTH) BU3HA-
YyalTh PiBHI aBTOAHTUTIN A0 KapaiojimiHy kiuacy IgG
i/abo IgM, B,-rmikomporeiny I, BMCOKi NOKa3HMKH
aKkux cBiggath mpo ADPC. JliarHo3 MmiaTBepIXKYIOTh 10~
3UTHUBHI TECTM Ha BOBYAKOBMI aHTUKOAryiasHT. IIpo
A®DC MOXYTb CBiTUNTH BUSBJICHI XUOHOIIO3UTHBHI Ce-
POJIOTiUHI peaxilii Ha cuiic.

Tabnuys 2. OcHoBHi MopdgosioridHi 3miun npu ADC-Hepponarii (aganToBaHo 3a €.M. LLUnnosum, 2014)

JloKanizauina

locTpi 3mMiHK

XPOHIi4Hi 3MiHK

Me3zaHrionisuc

Kny60o4ku

IHdapKT

Po3wunpeHHsa Mme3aHrito

Konanc KaninspHux netenb
3MoplilyBaHHA 6a3anbHUX MeMbpaH
[BOKOHTYpPHiCTb MeMOpaH
Cy6eHaoTenianbHi 4eno3unTn
IHTpaKaninapHun TpoM603

[MoToBLEHHS 6a3anbHOi MeMOpaHu
PeTpakuia KaninapHoro nyyka
Po3wunpeHHs npoctopy Kancynu boy-
MeHa

lwemisa KaningpHUx neTens
CermeHTapHu abo rnobanbHU rmome-
py/IOCKIEPO3

ApTepii, apTepionu

Hekpos

CBiXKi OKMtO3YIO4i TPOMOMK
HabpsiK i gereHepadis eHaoTenito
MyKoigHe HabyxaHHs cybeHaoTenito

TpomOWu, Lo OpraHi3ytoTbes
PekaHnanizauis Tpom6iB
Cyb6eHaoTenianbHU Gi6po3
MikpoaHeBpu13MH

KoHUEeHTpKYHa rinepnnasis iHTUMM i
M’1I30BOr0 LWapy

Mponidepauia miodpibpobnacTiB
OndysHum ¢ibpos
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I1pu BusiBAEHHI Heponartii y pasi miaATBepAXKEeHOro
niarHo3y ADC HeoOxigHe MOp@OJIOTiUHEe JOCTiIKeH-
HSI HUPOK i3 METOI0 MiATBEPIKEHHS TPOMOOTUYHMX
MnpoleciB y cyauHax HUpoOK. JlogaTKoBy iHdopmallito
MOXe HamaTh yiIbTpa3BykoBe (Y3) mormuiepiBCcbKe T0-
CJIIXKEHHSI HUPOK i3 BUSBIECHHSM illIeMil MapeHXiMu
HUPOK Ta 3HMXKECHHS MIBUIKOCTI HUPKOBOTO KPOBOTO-
Ky. Y pasi po3BUTKY TPOMOO3y iHTpapeHaJIbHUX CYIUH
Ta iH(papKTy HUPOK JIoLiabHa ¥Y3-aiarHOCTHKA.

AndepeHUiaAbHA AiarHoCTUKa

HudpepenuianpHa miarHoctnka A®MC-Hedpomnatii
MPOBOIUTHCS 3 TAKUMU CTaHAMM:

— KJIaCU4YHi (pOpMU TPOMOOTHUYHOI MiKpOaHTiomnarii
(TpoMOOTHYHA TPOMOOLIMTOIIEHIUHA MypHypa Ta reMo-
JITUKO-YPEMIYHUN CUHAPOM);

— ypaxeHHst Hupok npu CUB Ta cucremHiit ckie-
poaepmii;

— IIBUIKOIIPOTPECYIOUNil TJIOMEpPYIOHEe(PHUT i To-
CTpa cKiiepoaepmMiuyHa HedpomnaTis y pasi KatacTpodiu-
Horo ADC.

Buximouatn  ADC-Hedpormariio NpU  TrocTpomMy
YIIKOIKEHHI HUPOK, TOCTPOMY HE(PPUTUUHOMY CUHIPO-
Mi, 3JI0SIKIiCHili TiMmepTeH3il y Mali€HTiB MOJIOJOTO BiKY,
1110 CYIIPOBOIKYETHCS 3HKEHHSIM HUPKOBUX (DYHKILIH.

AikyBaHHS Hedponarii

IMpu [MA®C TIIOKOKOPTUKOIIM Ta ITUTOCTAaTUYHI
3ac00M HE 3aCTOCOBYIOTBCSI.

Y pazi BAOC y mexxax CUB 3acTocyBaHHST KOPTH-
KOCTEPOI/iB Ta LIMTOCTATUYHUX 3aCO0iB IMTPOBOJAUTHCS B
J103aX, 110 BU3HAYAIOTHCSI aKTUBHICTIO XBOPOOU.

NpodinakTnka n AikyBaHHa APC
OCKiJTbKM METOAM JTIKyBaHHSI iMYHOMNATOJIOTIYHUX
MOpPYIIeHb, 110 JiexXath B ocHOBI ADC, He po3po0dIieHi,
a pU3MK MOBTOPHUX TPOMOO3iB AyKe BUCOKMIA, TALi€H-
TH TIPODITAKTUYHO MPUIMAIOTh aHTUKOATYJISTHTU i/a00
aHTUArperaHTH IMicJIs BUSIBJIEHHST (DAKTOPiB PU3MKY i pe-
LUIABYBaHHS TPOMOO3IB, 10 SIKHUX 3aPaXOBYIOTh ITOXMINI
BiK, TIOPYIIIEHHSI XKUPOBOTO OOMiHY (TineprirtiziemMist), cra-
OUTbHY CUCTEMHY apTePiaJIbHY TIIIEPTEH3110, TIMOAUHAMIIO,
NajiHHS, TinepraMMalucTeiHeMil0, TPOMOOLUTOINEHIIO,
BariTHICTb, MMPUIIOM OPaJIbBHUX KOHTPALEIITUBIB, TOPMO-
HaJIbHY 3aMiCHY Teparlilo, iHTepKYPEeHTHi iH(eK1Iii, aKTUB-
Huii CUB, xipypriuni onepailiii, cTpec, IIBUAKY BiAMiHYy
aHTaroHictiB Bitaminy K. ITicis mukiy renapuHoTepartii
MPU3HAYAIOTh HEMpPsSIMi aHTUKOAryIstHTH. [Iperaparom
BMOOpPY Ha ChOTOMHI € sapgapun 'y nosi 1,0—2,5 Mr/mo0y.
EdeKTuBHICTh JTIKYyBaHHSI 1IMM JIIKADCBKUM 3aCO00M
KOHTPOJTIOIOTh 32 JOTIOMOTOI0 MiKHAPOITHOTO HOpMAaJi-
30BAHOTO BiAHOLIEHHSI, 3HAYEHHSI SIKOTO IMiATPUMYETHCS
B Mexax 2,5—3,0. IIutaHHs 1po iHTEeHCUBHICTh Ta TPU-
BaJIiCTh AHTUKOATYJITHTHOTO JIIKYBaHHSI Ma€ OCOOJIBE
3HAYEHHS 3 OIVISIAY Ha pPU3MK TeMOPariYyHUX YCKJIaaHEHb.
YV HedposoriyHiil KJIiHili 0coOJMBE 3HAYEHHS MaloTh
Taki (pakTopu pU3MKY, SIK BUCOKA HEKOHTPOJbOBaHA ap-
TepiajbHa TiMEpPTeH3isl, MPUIOM AEKIIbKOX JiKapChbKUX
TpenapariB, BKJIIOYAIOUM 3aCTOCYBAHHSI HECTEPOITHMX

MPOTU3ATAIbHUX TIPETapariB, MPUHOM METUJITIPEIHI30-
JIOHY Y BUCOKMX J103aX, TIPUIAOM a3aTiONPUHY Ta MOXUATUA
BiK. B 0ci® Mo1010r0 BiKy OiIBIII ITOKA3aHe 3aCTOCYBAHHST
KOMOIHOBaHOI Tepariii HEMpSIMUMMU aHTUKOATYJISTHTAaMU
Ta HU3bKMMM 103aMU alleTWICATILIMIIOBOI KMCJIOTH (i/a00
JIUTTPUAAMOIY), OCOOIMBO Y BUTTaaKax BropuHHOro AM®C
i3 TPOMOOLIMTOIEHI€10, MOPYILIEHHIMU (DYHKIIIT TPOMOO-
1UTIB, nedekTaMu MpoTpoMOiHy. 3 OIIsimy Ha BUCOKMMA
PUM3HK aTepOCKIIEPOTMYHOTO ypakeHHsI cynuH nipu CYUB
ta ADC, sK i Ipu 1IyKpoBOMY JiabeTi, ocobamBa yBara
MPUAUISIETHCS KOHTPOJIIO 32 MNP IiniAeMi€I0 HIISIXOM 3a-
CTOCYBaHHSI IIETU 3 MAJIUM BMICTOM XUPiB Ta CTaTUHIB HA
TJIi KOHTPOJIIO 32 TIMepIiiikeMie€lo TPy MOCTIHOMY JIIKY-
BaHHIi CYITyTHBOI apTepiaJbHOI TinepTeH3ii iHribiTopamMu
ATII® ta 6y1okatopamMu pelienTopiB A2.

XBopnM i3 rocTpuM Trepebirom ADPC-Hedppormarii
MpU3HaYalTh HedpakiliOHOBaHi remapMHu abo HU3b-
KOMOJIEKYJISIpHI TenapyuHu, aje TPUBAIICTh Teparii Ta
JIO3U rerapuHy He Bu3HaueHi. [1pu xpoHiuHOMY mepe-
6iry ADC-Hedpomnartii 3 TTOCTYIIOBOIO BTPATOI0 HUP-
KoBUX (byHKIIilt Ta moMipHoto Al JlikyBaHHST MOXJTBE
JIdIlIe HeMPSIMUMU aHTUKoaryIsiHTamu. JIikyBaHHs Ka-
tactpodiunoro A®C, nepBMHHOro abo BTOPMHHOTO,
MOJSITa€ B 3aCTOCYBaHHI MyJbCc-Teparii MeTUJIIPeIHi-
30JI0HY Ta HUKI0(Gochaminy, MPAMUX AaHTUKOATYJISTHTIB
i omasmadepesy 3 meToro BuganeHHs: a®JI ta MemiaTo-
PiB BHYTPIIHBOCYAMHHOIO 3TOPTaHHS KPOBI.

MNporHos

3a ymoBu mpupoaHoro mepediry ADPC-nedpomarii
IIPOTHO3 3aXBOPIOBAHHS HECTIPUSITIMBUIA 10-piuHa BIDKU-
BaHiCTh CTAaHOBUTH OJIM3bKO 50 %. AHTMKOATY/ISTHTHA Tepa-
Mis cripusie 30IbIIeHHIO 10-piuHoI BrxkrBaHOCTI 10 98 %.

dakTopamu pusuky po3sutky XHH y maiientis
i3 ADC-Hedpponarieto € Bucoka Al, emizomi morip-
1IeHHs (PYHKIIiT HUPOK, illleMiss HUPKU 3a JTaHUMU Y 3-
JOCTIIXKEHHS, PO3BUTOK iHTEPCTULLiAIbHOTO (hiOpo3y
Ta apTepioJOCKIIepo3y 3a AaHUMU MOP(HOJOTiYHOrO 10-
CJTiIXXeHHS 6i0MTaTiB HUPOK.
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