wii: OPOAHHI XBOPOBM

fliacnocmuxa cnagkogozo au2i
KpOKU, SKi HE Bapmo npony

CnapkoBuii aHrioHabpsak (CAH) xapakTepusyeTbca peuuameyBanbHMMK enisogamMm nigwkipHoro

Ta nigcnu3oBoro Habpsaky, iHaykoBaHoro 6papukiHiHoM. 06i3HaHicTL nikapiB wWopo i€l

XBOpo6M foTenep € JOCUTL HU3bLKOID, O 06YMOBNIOE BUCOKY 4aCTKY rinogiarHoctuku. PaHiwe
BBa)kanocs, wo nowupeHictb CAH craHoBuTb Big 1 Bunagky Ha 50 000 oci6é ao 1 Bunaaky

Ha 10000 oci6, ogHaK NpoTAroM oCTaHHiX ABOX Aekap 6ynu BusBneHi HOBi eHAOTUNN Lii€T XBopo6M,
a omxe, nowupeHictb CAH HacnpaBgai € 6inbwoio (Giavina-Bianchi P. et al., 2022).

HapsBuyaitHa BaXIMBICTb PaHHDOI JIarHOCTUKM Ta CBO€YAC-
Horo mikyBaHHA CAH mosCHIOETbCA TVM, IO HAaMaayM Ijiei xBo-
Po6I CYIPOBOMKYIOTCS BUPAXKEHNM 60IBOBUM CUHAPOMOM,
OOMEXYIOTb MOXK/IMBOCT] JIIOVIHY, YMHATD HECTIPUATIVBII BIUTUB
Ha AKICTb XUTTA, MOXYTb 3aTPOXKyBaTy XWUTTIO NTOANHN (Y BU-
HajKy HabpsKy ropia / roprani) (Bork K. et al., 2021).

IlocnipKkeHH eMOHCTPYIOTD, 1[0 PU3UK cMepTi Bif acikcil
€ HabaraTo BULIMM [1g 0ci6 i3 HemiarHocroBanuM CAH, HIX m1s
HAIli€HTIB, AKUM YCTaHOBWIN i€l AiarHos (mpu6nusHo B 9 pasis).
Y3arazni nepiop; BiicyTHOCTI 9iTKOTO /IiarHO3Y € fy»Ke TAKKUM [/
Ialli€HTiB: BOHYM BTPAYyalOTh HAfIil0 Ha Pe3y/IbTaTUBHE iKyBaHHA,
BUTPAYaOTh 3HAYHi KOIUTK HA 3HAYHY Ki/IbKiCTh Pi3HOITAHOBUX
KOHCY/IbTAIIiif Ta 0OCTeXXeHb, He MOXKYTDb Ha/e)KHO HaflaTu J0-
KyMeHTalbHe BUIIPABJAHHA BiICyTHOCTI Ha po6ouoMy Micii um
B HaB4ajbHOMY 3aknafi (Lai R., 2022).

Cumnromn CAH Hepinko cipniiMaloTh 3a ajepriuHy peakiiiio,
ane Hanagy CAH He BifmoBigaoTh Ha THIIOBe IPOTHATIEPTiiiHe JIi-
KYBaHHs, BK/TIOYAI0Y) aHTUTICTaMiHHI 3ac06M, KOPTUKOCTEPOify
Ta ajgpeHanin (Zuraw B.L., 2008; Agostoni A. et al., 2004). 3araom
aHTiOHAOPSIK, OTIOCEPEKOBAaHMII ricTaMiHOM (HaOpsIK anmeprivHol
HPUPOAM UM CHOHTAHHUIT HAabPsK, HabpsAk KBiHke), posmounHa-
€TbCS MIBUAKO Ta 3a3BUYall MUHA€E YIIpofioBX 1-2 mgHiB. HaTomicTh
OpanukiHiHOBMIT HAOPsK, siK-0T CAH, po3BUBa€THCA MOBi/IbHIIIE
1 yTPUMYETbCA BIPOROBXK 3-5 HHIB. BimpisHury 11 1Ba Bumy HaOPsIKiB
MO>KHa 3a K/TIHIYHOI KapTHHOI i BifMOBif0 Ha (apMakomorivHi
npemnapary: Ha BigMiny Bif CAH, ricramMiHOBuit aHTiOHAOPAK CyIIpo-
BOKYETbCA TUIIOBOIO KPOINB STHKOIO, CBepOexeM, PUILINBaMU
>Kapy Ta HOJIETIIEHHAM IIPU 3aCTOCYBaHHI aHTUTiCTaMiHHMX 3aco6iB
i koptuxocrepoinis (Andrasi N. et al., 2018). Ockinbku aHrioHa6psIK,
OIIOCepeIKOBaHMIT TicTaMiHOM, € HabaraTo moumpeHimmym 3a CAH,
THOIYy/IApHA IIPAKTHKA — 3aCTOCYBaHH: IIPOOHOI OIBIiHOI 1031 aHTH-
ricraMiHHMX HpertapaTiB, 0COO/MBO B IAL{EHTIB, SIKi paHillie iX He OT-
pumysam. Taka TakTVKa JO3BOJIA€ YHUKHYTH 3aBIX 0OCTeXeHb
y HarjieHTiB i3 ricraminepriunnM HabpsikoMm (Jindal A.K. et al., 2021).

Baromy ywacTs y giarHoctuni CAH MOXYTb B3ATH He MIIIe
iMyHoOMOTM/anepronory, a ¥ nikapi iHmuX cnenianbHOCTeN:
IepPMaTOJIOT Y, PeBMATOJIOTH, TaCTPOEHTEPONIOTr M, CTOMATONOTH,
Xipypru, TiHeKo/OTY Ta NiKapi MepBUMHHOI TaHKN. 3aBHaHHA
nux aikapis — 3amigo3putu CAH B oci6 i3 Tumosum nepebirom
HamajiB HabpAKY, a TAKOXX IPU3HAYUTY HeoOXiHI TabopaTopHi
obcrexenHs. AHanis HanionanpHoi 6asu ganux CIIA mpo-
IeMOHCTPYBaB, 1[0 HajtyacTime fiarHo3 CAH ycTaHOBNIOIOTH
MiKapi epBUHHOI TaHKY (45%), pifjiie — Ty/IbMOHOIOTY Ta JTiKapi
BifiineHp HeBifKmagHOI foromoru (o 9%), uie pifiie negiaTpu
(6%) 11 imyHonmoru/anepronoru (5%) (Bennett G.H. et al., 2012).
B Vkpaini auni CAH nepeBakHO BUAB/AKTDL iMyHOJIOTH/anep-
TOJIOTH, /10 AKMX IAL[i€HTiB 32 KOHCY/NbTallifiHOIO JOIIOMOTOI0
CIPAMOBYIOTD JIiKapi iHIIMX CIelliaTbHOCTEIA.

Ilns nikapiB mepBMHHOI JMaHKM 3alPONOHOBAaHO Habip
i3 25 cxpuninrosux o3nak CAH, skuit gosBonsae copmysaTn
KJTiHIYHY TiZ03py Ha Il 3aXBOPIOBAHHSA, PO3MOYATy NPpUILliNbHE
obcrexxenns nanienra mono CAH (puc. 1) (Shams M. et al., 2023).

Hacammnepep nifospy Ha CAH MaioTh 3yMOBIIOBAaTH TUIIOBI
pelLMByBa/IbHi Halla#y HAOPAKY, AKi He CYIPOBOKYIOThCS CBEp-
6exem (puc. 2) (Manning M.E. et al., 2021).

Y mepmaronoriuiit mpaktuui CAH cnif gudepeniioBaty Bif
KOHTAKTHOTO JIePMATUTY, CIIpUUIMHeHOro GapbaMIt /1 BOTOCCA
(Taxmit ;epMaTUT 3a3BUYAlT ACOLHIOETHCA 3 60JIEM, BIIYTTSM IIe-
4iHHSA, CBepOexKeM), CIIOTyYHOTKAHMHHIX 3aXBOPIOBaHb (IepMaTo-
MiO3MTY, CUCTEMHOTO YepBOHOTO BOBYAKa), TPUXIHO3Y (CyHnpoBO-
IKYETbCS €03MHOQINIEI0) Ta IPaHy/IEMATO3HOTO XeiiTy (CTiitKoro
in¢inbrpariitHoro HabpsAKy ryé 3 03HaKaMu IpaHy/lIeMaTo3y Ipu
TiCTONATONOriYHOMY JOCTI/KEeHHI). 3 aHTiOHAOPAKOM acoliio-
I0TBCS TAKOJK Tilepeo3nHOMIIbHII CMHPOM Ta yPTUKAPHUIT Bac-
KYJIiT, ajte MM XBOpo6aM 3a3B14ail BIACTUBA MyPIIypa i IaIly-
nsApHa iH}inbTpOoBaHa BrcuITKa 3a TunoM Kpors stHKK (Nedelea I,
Deleanu D., 2019).

Y Bcix manieHTiB i3 mifospoio Ha CAH criin BusHavaTn cupo-
BaTKoBUit piBeHb C4, anTureHHuit pisersb Cl-iHribitopa (3a gomo-
Morolo Hedenomerpii) Ta dyuxiito Cl-inribitopa (3a fomomMoroo
iMyHOCOpOeHTHOrO aHanisy). Busnayenns muie pisua C4 e mo-
FaHUM CKPMHIHTOBUM TE€CTOM, OCKi/JIbKYM Ma€ YyT/IUBICTDb JIMILIE
B Mexxax 80%. Y 20% pisenb C4 3aB>X/[1 3a/IMIIAETHCS HOPMalb-
HVIM HaBiTh 32 YMOBM BM3HaYeHH I1if] 9ac TOCTPOTro Hamapy. JKio
piBeHb KiHiYHO{ Miff03pK € BUCOKMM, a MEPLINIT Pe3yIbTaT TECTY
Ha Cl-iHribiTOp — HOpMalTbHUM, PEKOMEHIOBAHO IOBTOPUTH
obcrexxenns (Proper S. et al., 2020). Anropurm giarsocruku CAH
TIPEZICTAaBIEHO Ha PYUCYHKY 3.

JHaop
CKamu

* peLuanByBanbHUI HabpsAK 6yab-AKOT OiNAHKKM 06nu4YA, ryb, A3WKa,
ropTaHi, ropna, KiHLBOK abo reHiTanii, Lo He CYrNpoBOAMKYETLCA
ceepberxem

« =1 enizogy HabpsKRy 06nM4YA, ry6, A3uKa, ropTaHi Yv ropna

* FOCTPWIA eni304 HabpsAKy, AKWI TpuBae =2 b6

« eni3of HabpAKy 06/MY4A, ry6, A3KKA, FopTaHi 4M ropa, Lo He
BiANOBIAA€E HA aHTUTICTaMiHHI NpenapaTi, KOPTUKOCTEPOIAW YK
afpeHaniH

« eni3oav HabpsAKy Ta peLuanBYBanbHU roOCTpUiA Binb Y XUBOTI 6e3
FapAYKY, AKWUA TPUBAE >24 rof

« HabpsAK NicnIA XipypriYHOro YW CTOMAaTOSONYHOT0 BTPYHaHHA

« HabpAK 06M44A, ropna, ryd abo abaoMiHanbHWUM HabpAK nicna
noyYaTKy NPUINOMyY OpasibHUX KOHTPaLLeNTUBIB YM eCTPOreHOBMICHOT
3aMicHoi Tepanii, nig Yac BariTHoCTi

« =1 3BepHEeHHA Mo HeBiAKNaAHy AONOMOTY L0 aneHanLUTY

CumnTomu

« ciMeitHuit aHamMHe3 CAH
« CiMeMHWI aHaMHe3 HabpAKY 067MYYA, ry6, LUKIpY Yv A3KMKa
« [aHi Npo YneHa ciM'i, AKWIA MoMep yHacNiAoK HabpAKy ropna

CnagKoBui

aHaMHe3

« KPOMUB'AHKA

« fiarHo3 6y/b03HOr0 CUCTEMHOMO YepPBOHOIO BOBYaKa

« [liarHo3 XBOpo6U HAPOK abo cepLieBO-CYANHHOMO 3aXBOPIOBaHHA
« [liarHo3 Lenonity

AnbTepHaTMBHMiA « aHrioHabpsK, cnpuimnHeHni IANO
FHO3

Bignosigb
Ha NiKkyBaHHA

3asBuyan
BiACYTHI

« TpuBase MasnoedeKTVBHe 3aCTOCYBaHHA KOPTUKOCTEPOIAB
« eEKTUBHICTb CBi*K03aMOPOXEHOI NNa3Mn

Puc. 1. 03HaKu, AKi MaloTb BUKNNKATK B NikapA nigo3py Ha CAH

Puc. 2. a) 06nuy44a nauieHTku i3 CAH nig yac Hanaay;
6) pyku nauieHTKy i3 CAH nig yac Hanagy

3anigo3putn gediuut C1-iHri6iTopa y BUnagry
© peLuranBYBanbHOMO i30/1bOBAHOMO aHrOHAGPAKY
©® HabpAKy ropraHi

© peuuravByBanbHOro 6010 B MUBOTI, B10BaHHA
© BiANOBIAHOro CiIMEMHOI0 aHaMHe3y

v

Bu3HauuTH piBeHb KOMMOHEHTa KoMnneMeHTy C4
Ta ¢yHKujlo C1-iHribiTopa y cupoBaTLi KpoBi
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MoBTOpUTH aHanis
nif Yac rocTporo Hanagy

BU3HauUTU KinbKicTb
C1-iHri6iTopa
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CAH | Tuny CAH Il Tuny
uu HabyTum 4u HabyTuin
aHrioHabpsK | Tuny| | aHrioHabpsak Il Tuny

Po3rnAHYTY iHWIi NpU4nHN
aHrioHabpAKy, Kpim CAH
I Ta Il TMNY (aHrioHabpsk,
cnpuunHenun IAMO,
CAH Il Tuny)

Puc. 3. Anroputm giarHoctukn CAH (Ebo D. et al., 2010)
Mpumimka: IAN® - iHzibimopu GHziomeH3UHNePeMBOPIBA/IbHOZ0 pepMeHMY.

HA 3AMITKY NIKAPIO

KII;

-> Hapasi Buokpemmiorots 3 ocHosHi T CAH:
© 3a MepIIOTo THITY criocTepiraerbes 6pak Cl-iHribiTopa;
o B pasi apyroro tuiy Cl-iHrib6iTop € AedeKTHBHUM i He BUKOHYE
CBOIX QYHKILil y TOBHOMY 00Cs3i;
© IIpY TPETHOMY THIIi KI/IBKICTb Ta (YHKIIiOHaTbHA aKTMBHICTD
C1-inri6itopa € Hopmanbaumu (Lesser H., Cohn J.E., 2021).

Y marfieHTiB 3 aHTiOHEBPOTUYHIM HAOPSIKOM yHACIITOK HAGYTOrO
mediunry Cl-inribiropa (11iff BIUIMBOM aHTHUTI/A 10 HBOTO) piBeHb C4
6yne HopManbHUM, piBeHb Cl-iHribiTopa — HU3BKUM 260 HOPMA/Ib-
HuM, a ¢pyHKuis Cl-iHribitopa Ta piBers Clq - 3HyKeHNMM. B oci6
3 IATI®-iHfyKOBaHMM aHTiOHAOPAKOM YCi 11i ITOKa3HUKY OYAYyTh
HopManbHUMM. BapTo saysaxkuty, mo IAII® e Tpurepom Hamamy
CAH, ToMy maijieHTiB i3 TaKMMM IPOsIBaMIU HEOOXIHO 06CTEXY-
Batu Ha CAH. Ilaniearam is CAH i3 HopmanbauM pisHem Cl-iH-
ribiropa npuTaMaHHi HOPMaJIbHI PiBHI KOMIIOHEHTa KOMIUIEMEHTY
C4, a Tako)X HOpMaJIbHa KiNbKicTb i GyHKI[iOHA/IbHA aKTUBHICTD
Cl-inri6itopa (ra6n.). Ha cboronHi rieit eHEOTHI XBOPOOH MOKHA
HiarHOCTYBATH JIMIIE 3a JOTIOMOTOIO FeHETVYHOTO CeKBEHYBaHHS.

Tabnuun. PiBHi KomnnemeHTy npu CAH, HabyToMy
aHrioHabpAKy Ta aHrioHabpsKy, 06yMoBeHOMY
IAMO® (Siles R. et al., 2017)
CELEGT . ougunKbl:::-
cuctemn | BuictCl- o b ieny Cig
KoMnne- | iHribiTopa Cloit-
MenTy C4 ribitopa
CAH, Tun | (85%) | Husbkuit Hu3bKui Hu3bKa ESEMaﬂb_
Hopmans- HopMars-
CAH, Tvn 11 (15%) | H13bKui HUI/ BUCO- Hun3sbKka iy
K
CAH i3 Hop-
ManbHWM piBHeM | HopManb- . Hopmans-
Cl-iHriiTopa HWI Hopmanetit | HopmansHa HuR
(myre piAxo)
;I:gngvﬁlpﬂK Hu3bKui Huabiuit/ HuabHa/ Hu3bKui
: HOpMasbHUA | HopManbHa
(Dy*e pigKo)
AHrioHabpsK,
iHAYKOBaHMI HopMank- . Hopmans-
IATIO (nywe i HopmanbHuin | HopManbHa i
piaKo)

JlonoMbkHMM 06CTeXXKeHHAM TIifi yac roctporo Hanagy CAH abo
Y IIPOIPOMa/IbHOMY IIepiOfi 3 IIOSBOIO KPAtoBOi eputeMi MOKe 6y T
BU3HaueHHA piBHA D-mumepy. IIpnynHoro Toro, 1o mikapi npusHa-
YaIOTh TAKMM TAIiEHTaM 3a3HavueHe MOCTiI>KeHHS, € K/TiHiTHA CUMII-
TOMATHMKa 3 IIifJ03POI0 Ha BEHO3HUIT TPOMO03, HAIIPUKIAZ ¥ pasi
acUMeTPIMYHOTO HAOPAKY KiHIiBKM. 3a HAABHOCTI KIIHIYHOI ITio3pu
Ha CAH i HelepeKOH/IMBYX Pe3y/IbTaTiB OCHOBHIX Ta60paTOPHIX
00CTeXXeHb BU3HAUYEHHs D-IyMepy MOXKe CIIPMATY BCTAaHOBJIEHHIO
npaswibHOro Aiaruosy (Kohalmi K.V. et al., 2020).

ITig gac ycranosnenssa giarnosy CAH excrepTut pekOMeHIyIOTb
OfIpa3y IPOBECTI HA/IEXKHI 0GCTEXXEHHS MO0 Lii€l XBOPOOY HATO/DK-
4uM wieHaM ciM’1 (6aTbkam, Gparam/cectpaM i fiTsam). YIpomzoBx
TIepIIOro POKY XKUTTSA 6a)KaHO IPOBORNTY I'€HeTIYHeE JOC/IKEHH
HasIBHOCT] 3aXBOPIOBAHHI 200 3a4€KaT TOr0 MOMEHTY, KOJII IUTHHI
BUIOBHUTHCA 1 pik. Ile 06yMOB/IEHO BICOKOIO Bapiabe/bHICTIO piBHIB
Cl Ta C4 npotsrom 1-ro poky xurrs (Busse P.J. et al., 2020).

BucHoBKuK

O Yepe3 HemoCTATHIO 00i3HAHICTH TiKapiB i MaLieHTiB 1070
niei xsopo6u CAH vyacTo 3anmumaerbcs HegiarHocToBa-
HMM 260 TiaTHOCTY€ETHCA 31 3SHAYHUM BifTepMiHYBaHHAM.

O Y miarHoctuni CAH MoXyTh OpaTu y4acTp He JTuiIe
iMyHonOTM/amepronory, a it 6yab-Axi iHuri cneniamicri,
TO AKNX 3BEPTAETHCA NAIIEHT i3 TUIOBNMM PelMANBY-
BanbHMMM HabpsakaMu (FepMaToIOru, peBMaTONOIH,
TiHEKONory, raCTpOeHTEePONOrn, Xipypru, nikapi mep-
BUHHOI TAHKY TOII0).

O OcHoBHi maboparopHi o6crexxernns mpy CAH - Bi3HaueHHS
KinbKocTi Ta ¢pyHKIioHanbHOI akTiBHOCTI Cl-iHri6iropa,
A TAKO>K KOMIIOHEHTa cicTeMu KommneMeHnTy C4.

Midzomysana Jlapuca Cmpins4yK
Jonatrosy iHpopmauito npo CAH MoHa 3HanTK

Ha caitTi careforyou.com.ua KoMnaHii «Takega»
(mocTyn 3a QR-KoaoM)

MauienTis i3 CAH Ta ixHix poauyis 06’enHye [0 «YKpaiHcbKa acouialin
MaLiEHTIB Ha CNAfKOBMIA aHTOHEBPOTUYHUIA HAGPAK»
(https://ua.haei.org).

Y pasi nigo3pu Ha CAH npoKoHcybTyiTe nauieHTa B iMyHonora
abo anepronora.

3a nigTpumkn TOB «Takepa YkpaiHa»
Ha npaBax peknamu
VV-MEDMAT-95659
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