PIAKICHI 3AXBOPHOBAHHSA

ACNEKTWU AIATHOCTUKK

NlaGiopamopna giaznocmuxa
CNAQKOBO20 AH2IOHEBPOMUYHOZ0 HAGPAKY

B pamkax BebiHapy «IHTepnpeTauis Na6opaTropHUX TecTiB», Wo BifbyBca 26 okrabpsa 2021 poky goueHT
kadpeppu autaumnx iHpekuiiHux xeopo6 Ta autauoi imyHonorii HYO3 im. MN.J1. lynuka, AOKTOp MeaUuYHUX
Hayk AHacracia BanepiieHa BoHgapeHKo po3noBina npo akTyasbHi Npo6siemu nabopartopHoi AiGrHOCTUKMN
CcnagKoBoro aHrioHeBpoTu4YHoro Ha6psky (CAH) B YkpaiHi i BaXKNIMBICTb BUGCHOrO BCTOHOBMAEHHS AiGrHo3y

# 06CTEXXEHHS POAUH NALiEHTIB.

KniouoBi cnoBa: aHrioHeBpotuuHmii Habpsk, komnnemeHt, C1-iHribiTop, giarHocTMka, ciapgKkoBMi QHIIOHEBPOTHYHMI HaBPSK.

€ pi3Hi KIacudikalii aHTIOHEBPOTUIHOTO
Habpsiky (AH), 30kpeMa BUIISIOTH CIaIKO-
Buii i HaOyTuit AH (CAH i HAH BigmosigHo)
(Depetri et al., 2019) (puc. 1). CAH — pinkicHe
3aXBOPIOBAHHS (YacTOTa BUSIBJIEHHS — 1 BUMa-
1ok Ha 50 Tuc ocib), HaifyacTilie ClpuYMHEHE
myTattieto B reHi SERPING1, 1o Binnosinae
3a cuHTe3 Cl-iHribiTopa. Y 6araTbox BUIamKax
111 MyTallisl BUHUKAE BIIepIie (MyTallis de novo),
TOMY B CiMeitHOMY aHaMHe3i pubiusHo 25%
nauieHTiB CAH Hemae, ajie ipu 11bOMY BOHU
MOXYTb [epeiaBaTh MyTallilo CBOiM HalllaKaM.
Ha BinmiHy Bin ajepriyHoro HabpsiKy HaOpsiK
IIPY aHTioeneMi CIIPUIMHEHNI He TicTaMiHOM,
a € OpaguKiH-onocepeakoBaHuM. Y 99% xBo-
pUX Liell CTaH BUHUKAE SIK HACTIIOK nediluTy
a00 aucdyHKiii iHriditopa npoteasu Cl-ecre-
pas3u (C1-INH) (Agostoni et al., 2004; Craig et
al., 2012; Germenis, & Speletas, 2016; Gill, &
Betschel, 2017; Kaplan, & Joseph, 2017; Maurer
et al., 2018; Zuraw et al., 2013).

BBaxaetncs, mo nommpenicts CAH cra-
HoBuTh 1:50000, omHak, iMOBipHO, 1€ CIIiB-
BiIHOILIEHHST 3MEHIIEHO Yepe3 HempaBUJIbHO
BCTAaHOBJIEHUI AiarHo3. B YkpaiHi po3paxyH-
KOBa KijbKicTb maitieHTiB i3 CAH cTtaHoBUTH
800 oci0, ane HacmpaBmi — y 20 pa3iB MeHIIIe, 110
TIOB’SI3aHO 3 HEMOCTYITHICTIO TiarHOCTUYHIX Me-
TofiB. ToMy IiarHOCTUIII LIbOTO 3aXBOPIOBAHHS
BaKJIMBO MPUALISATH Oinblie yBaru (Aygoren-
Pursiin et al., 2008; Bowen et al., 2008; Lumry,
2013; Lumry, 2018; Zuraw et al., 2013).

AATOpPUTM AiarHOCTHKM 3a NiA03pHU
Ha CAH (Frank et al., 2016; Maurer
et al., 2018):

1. BusHauenHst koHueHrpartii C1-INH kinb-
KiCHMM METOJIOM.

2. Busnauenns aktuBHocTi C1-INH skic-
HUM METOJIOM.

3. BusHaueHnHs Bmicty C4-KOMITOHEHTa
KOMILIEMEHTY.

4. [eHeTn4yHa AiaTHOCTHKA.

3 orsamy Ha Te 110 y 85% MallieHTiB 3aXBO-
PIOBAaHHS MOB’S13aHO 31 3HUXKEHHSIM KOHLEH-
tpauii C1-INH, aiarHocTHKy MOXHa MPOBO-
JIUTH TIOETAITHO, 1 SIKIIIO TIOPYILIEHHST BUSIBIIEHO
BXXE Ha TMepIIoMy Kpolli, TIoJaIbIla JiarHoc-
THKa He TTOTpiOHAa.

Heski aBTOpW IMPOMOHYIOTh MOKPOKOBY
nudepenuiitny miarHoctuky (Cicardi et al.,
2014; Jaiganesh et al., 2013). Ha ixHio aymKYy,
Ha repuioMy eTari Tpeba BUSHAYUTH, UM CY-
MPOBOJIKYETHCSI AHTIOHAOPSIK KPOTIMB’SIH-
koto un Hi. SIkmo CAH po3BuBaeThes 6e3
MPOSIBiB KPONUB’IHKM, TAKOMY MalliEHTOBI
MOHA ITPOBECTU BU3HAUEHHS piBHSA C4-KOM-
MTOHEHTa KOMILIEMEHTY. SIKIII0 BiH 3HUXEHUIA,
€ nigcrasu 3anino3putu CAH 1 a6o 2 Tuny
a60 HaoOyTuii nedimut C1-INH. HopmanbHmit
piBerb C4-KOMITOHEHTa KOMIUIEMEHTY MOXe
CBiTUMUTHU MPO MMOBIPHY HAsIBHICTb CITOHTaH-
HOI, iHIyKOBaHOI, XpPOHiYHOI KPOIIMB’SIHKU a00
CAH i3 HopmanbHuM piBHeMm C1-INH (puc. 2).

OpHak, 3rigHo 3 pekoMeHaaLisMuy BcecBiTHBO!
opraHiauii aneprii, Ana 4iarHOCTUKM 3axBO-
pIOBaHHSA HEOOXiHO OfHOYACHO BM3HAYATK
BMiCT C4-KOMMOHEHTa KOMMMEMEHTY i Mpo-
BOAMWTW KifIbKiCHY Ta fKICHY OLLIHKY BMICTY 1
akTmBHocTi C1-INH (Maurer et al., 2018).

3ajiexkHO BiJ HaBeIEHMX TPhOX MTOKA3HUKIB
BCTaHOBJIIOIOTH JIiarHo3 (Tab1.).

lMoka3aHHS AASI BUSHAUYEHHS PiBHS
C1-INH:
o PenyauBHi HAOpsIKK pi3HOI JIOKaJTi3allii.

Cnagkosi popmm

AnrioHabpsak

Habyti dopmu

Mpumitku: AN — aHrioTeH3MHNEPETBOPIOBANLHMI GEPMEHT;
HN3IM - HecTepoigHi npoTM3anansHi npenapary.

Cnapkosui
CQHFIOHEBPOTMHHUM HABPSAK
yHacnigok aediuputy C1-INH DN

lgionatnyHa
aHrioegema

Tun 1 (pediuur C1-INH) 85%

Tun 2 (ancdynkuis C1-INH) 15%

CAH i3 HopmanbHuUM piBHEM/
aktueictio C1-INH <1%

AnepriuHa aHrioegema
IupykosaHa iHriGitopamu AMND
Ingykosana HIM3MM

Habymmit pediumr C1-INH

licramineprivHa (3/6e3 ypTukapi)
He ricraminepriyHa

Puc. 1. Knacudikauis AH (Depetri et al., 2019)

/ AHrioHabpsik

AnrioHabpsk 3 ypTHkapieio

¥

Kponus’sHka

AHrioHABPSIK i3 HOPMANBHUM PIBHEM
C4-KOMNOHEHTA KOMMEMEHTY

v

CnoHTAHHA, iHAYKOBAHA, XPOHIYHA
kponus’sHka, CAH i3 HopmansHWM
pisHem/ dyHkujero C1-INH

AnrioHabpsk 6e3 ypTukapii

e ~

AHrioHaBPSK 3i 3HUKEHNUM PIBHEM
C4-KOMNOHEHTA KOMNNEMEHTY

N

CAH 1 abo 2 mny abo HabyTuit
pediumt C1-INH

Puc. 2. NMokpokoBa audepeHuiiHa giarHocTuka
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A.B. BoHpapeHko

Tabnuus. IHTepnpenpetauis pesynbrarie gocnigxeHs npu piardHocruui CAH
KomnoneHt KoHueHtpauia | AKTMBHicTb IMOBiDHMIt RiGrHO3
KomnnemeHty C4 C1-INH C1-INH PHUM A
! l . CAH 1 tuny a6o HabyTui gediunt C1-INH
(Hanpuknag, y pasi ayToiMyHHMX 30XBOPIOBAHb)
) Hopma a6o T 4 CAH 2 tuny
CAH i3 HopmanbHum pisHem C1-INH abo
AndepeHLiMHa AiArHOCTMKA 3 iHWMMK
Hopwma Hopwma Hopma 30XBOPIOBAHHAMM 3 NOAIBHOIO KNiHIYHOW
KapTHHOO (Hanp1Kknag, rinotMpeos)

e HabOpsxk ropraHi B aHaMHe3I.

o PerumuBHuit abmoMiHaJIbHUN CMHIPOM —
MepioanyHi Haraay 000 B XKMBOTI, OJIIOBaHHS
i miapei (HaitYacTiIINiA TPOSIB — Y AUTSIOMY BIlli).

e HassHictb BunaakiB CAH y cimeitHomy
aHaMHe3i.

Hiaraoctrka CAH HeoOximHa, OCKiIBKY 1Ieit
CTaH MOXHa JIiKyBaTH, 1110 OKPECIEHO ChOTOIHI
B 4 MiXKHapOJIHMX KEePiBHUIITBAX.
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B YkpaiHi nauieHT, 1Lob oTprumaTL nikyBaHHs,
Ma€ MoTpannTu Ha obMiK A0 iMyHonora.
[ns opraHisauii NpaBUIbHOIO NiKyBaHHA
i BCTaHOBNEHHS noluvpeHocTi CAH B YkpaiHi
3a rpaHToM, oTpumMaHnm O «BceykpaiHcbka
acoujauis guTa4oi iMyHonorii», Oyno po3no-
4aTo NpoekT «MowmpeHicte CAH B YkpaiHi».
Y pamkax LbOro NpoeKTy NPOBOANTUMETLCA
obcTexeHHs ocib i3 nifo3poto Ha CAH, nabo-
PaTOPHWI CKPUHIHT BaTbKiB, AiTent | pognyis
nauieHTiB i3 CAH, a TakoX BUABNEHHA HOBWX
MaLEHTIB i3 3a3Ha4eHOIO NaTOSOTIElD.

Cnikep Haroyjocujia, o, IS TOTO 1100
MAali€HT 3MIr IPOUTH OOCTEXKEHHS 3a KOLITU
MPOEKTY, HEOOXiIHE CTeLliaIbHEe HAITPABIECHHS.
Kpim Toro, 00CTeXKeHHS JOCTYITHE JIUIIE Y BU-
3HAUEHUX J]abopaTopisiX i He B YCiX perioHax.

MMiACTaBOIO AASI OOCTEXEHHS NnauieHTa
B MeXaX MPOEKTY MaloTb OYTH Taki
KAiHIYHI noka3aHHg (Zuraw et al.,
2008):

e HaOpsAK 00JMYYSs, KiHIIIBOK, TeHiTa-
JIilA, 1110 0OMEXKYE€ IMOACHHY AiSUIbHICTD, TPUBAE
1-3 gHi Ta MOXe MUHYTU 0€3 JTiKyBaHHS;

e iHTEHCHUBHHUU OiJb Y KMBOTI HAKIITAJIT
KOJIiKM, MPOHOC, OJIOBaHHS TPUBAIICTIO
2-7 nHiB, SIKi MOXYTb MMUHYTH 0€3 JTiKyBaHHSI;

e DANTOBE BiIUYTTS 3aayXH, YTPYTHEHOTO
KOBTaHHSI, 3MiHM TOJIOCY (3a3BUYail TTOETHY-
€TBhCS 3 HAOPSIKOM 1111i), 0COOIMBO SIKIIIO Ha-
pPOCTa€ MOBIILHO;

o Hee(eKTUBHICTh AHTUTICTAMIHHUX 3aCO-
0iB, TTIOKOKOPTUKOCTEPOIIiB Ta emiHehpUHY
B JIIKyBaHHi Hama/iB;

e HAsIBHICTh 3a3HaYEHMX cKapr abo min-
tBepmKkeHoro CAH y 01m3bpKux poanyiB marti-
eHTa (batbku, mimyci, 6adyci, cectpu, Opartu,
JiTH), BiAMOBIAHO 00 peKoMeHaaliil BeecBiT-
HBOI acolialii ajeprii, OCKiJIbKM 3aXBOPIO-
BaHHS YCIAaJKOBYETbCS 32 ayTOCOMHO-OMi-
HaHTHUM TUIIOM.

OcTaHHS peKOMeHallisl CTOCYETHCS Tepe-
BaXXHO IiTeli, OCKiIbKM B HUX TPUBAJIMI yac
CUMITOMIB MOXe He OyTH, 6a Oible — MOX-
JIMBa HETIOBHA TIEHETPAHTHICTh TEHIB, OIHAK
3aXBOPIOBAHHS, MiXK TUM, PAHO YU ITi3HO MOXe
MaHiectyBaTh. ToMy KOXHa TUTHHA B pOIMHI

nanieHTa i3 CAH notpe0ye peTenpHOro oocre-
JKEHHsI. A TOKY BOHO HE MPOBeIeHe, YCixX miTei
PO3IJISIIAOTh SIK TakuX, 110 MaroTh CAH (Frank
etal., 2016).

3axBoplOBaHHSI MOXe MaHidecTyBaTu
B Oy/ib-sIKOMY Billi, 3a3Buvaii y 4,4-18 pokis
(cepemHiit Bik — 10 pokiB, HATMOIOMIINIA BiK
Ne010Ty 3aXBOPIOBAHHSA — 4 TIIXK).

VY niBYaT CUMNTOMU BUHMKAIOTh JIENIO pa-
Hime, y 50% — y Biui go 12 pokis, y 90% —
o 23 pokiB, TOHi SIK y XJOMIiB — 10 13
i 1o 25 pokiB BignmoBigHO. BapTo 3BepHYTH
yBary Ha Toii (akt, 1o npubausHo B 10% na-
LIIEHTIB CUMIITOMM BiICYTHi i y Billi MOHaxg
25 pokiB. [1oBimoMieHHs Tpo HalicTapIIuii BU-
najsioK MaHi(ecrailii 3aXBOpIOBaHHS CTOCYBa-
Jiocs 60-piuHoi ocobu. Haituacriiie 3axBopio-
BaHHs MaHidecTye 3 abOMiHATLHUX HaTIAIiB,
1 TUIBKY 3TOJOM 3’ SIBIISTIOTHCST BUIMI HAOPSIKI
Ha mkipi (Farkas et al., 2017). BinmosinHo
JI0 MiXKHAPOIHUX/KaHAAChKUX PEKOMEHIALIii
moao CAH B ycix neniaTpuyHuX Maii€HTiB
i3 CAH mae 6yt ocTyI 10 JIiKyBaHHS 3a I10-
TpeOu, y TOMY YUCTIi Y 0€3CMMIITOMHMX, TOOTO
a00 B HUX IoMa, a00 B JIIKyBaJbHOMY 3aKJIami
Mae OyTH mpenapaT JUisl YCYHeHHST TOCTPOTO
Hanazy (Betschel et al., 2019).

Y pamkax npoekty «ITomupenicte CAH
B YKpaiHi» IpOTSATOM Mics1s 6yJ10 00CTEKEHO
37 mauieHTiB, 1t aHanizy poctynHo 30 pe-
3yJbTaTiB, 7 — yce 111e B poOoTi. Y 8 maiieHTiB
BMSIBJIEHO BiIXWJICHHS Bifl pe)epeHCHUX 3Ha-
YeHb i OYJ10 IiarHOCTOBAHO 6 HOBMX BUITAIKIB
CAH 1 tuny, GiIbLIICTD i3 HUX — Y WICHIB po-
IWHU, | TalieHT — 0e3CUMIITOMHMI, Bilmo-
Bi/IHO, fioro OyJ10 BpaXxoBaHO MPU 3aMOBJIEHHI
TpernapaTy Ha BUTIAIOK PO3BUTKY Haramy 3a-
XBOpPIOBaHHS. JIBO€ iHINIMX MAIi€HTIB i3 BiIXu-
JIEHHSIMU pedepeHCHUX 3HaueHb — 11 0co0a,
SIKifl HOCHiIXXKEeHHsT TPOBOJIUIU MOBTOPHO
IUJIST TATBEPIKEHHST paHillle BCTAHOBJIEHOTO
JiarHO3Y, i HEMOBJIS 31 3HUXKEHUM piBHEM
C4-xoMIoHEeHTa KOMIIJIEMEHTY i piBHeM
C1-INH na HuxHi MexXi HOpMU. 3 OIJIsALy
Ha Te 10 B HEMOBJISIT iHTepIpeTallisl pe3y/ib-
TaTiB yTPyJHEHA, PEKOMEHI0BAHO [TIOBTOPUTHU
00CTeXEHHST Yepe3 MiBpOKY-PiK.

Otxe, CAH, 5K yKe 0y.10 3a3HaUeH0, e piIKicHe
3aXBOPIOBAHHS 3 Pi3HHMH KJTiHIYHAMH NPOSIBAMU
HanaiB i pU3UKOM BUHUKHEHHS 3arpo3JIMBUX IS
JKUTTS CTaHiB (30KpeMa, HaOpsKy roprani). OnHak
B Ykpaini CAH 3ammaeTbcs HeAoAiarHoCTOBA-
HUM, € TAKOXK 3HAYHA 3aTPUMKA Y BCTAHOBJIEHHI
JiarHo3y 3axBopioBaHHs. sl AlarHOCTYBaHHS
OpanukiHin-onocepeakosanoro AH morpioHo
1Oro 3amiZIo3puTH i MPOBECTH J1a0OpPATOpPHE 00-
CTeXeHHs, sKe MOKa3aHe TAKOX YCiM MpsMHM
POYAM XBOPOTO.

Migrotysana XpucruHa Knioukiscbka

(5]




