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Cnagkosuii anzionespomuynuii HAGPaK i Bazimuicm:
MiXHapOgHi peKOMeRgauii ma peanii Hagauns

Jonomo2t B YKpaiui

CnapkoBwuii aHrioneBpoTU4HMIA Habpsak (CAH) - pigkicHe reHeTUYHe aBTOCOMHO-AOMiIHAHTHe 3aXBOPIOBAHHA, L0 BUHUKAE BHACNIAOK KiNbKicHOro

abo akicHoro pgediiyuty iHribitopa 6inka C1 nna3mu (C1-INH) i nposBnseTbca peunaUBHMM NOKaNi3oBaHUM HA6PAKOM WKipK YM CNU30BUX 060NOHOK,
AKUI Mo)ke 6yTH Haf3BUYAIHO 60NTICHUM, BUCHRXX/IMBUM i HaBiTb CMepTeNbHUM, AKILO Ypa)Xkae ropTaHb (pu3uk ctaHoBuTb 30%). Habpsak Moxe
ypaXkatu 6yab-aKy YacTUHY Tina: KiHUiBKM, 06/114us, WIYHKOBO-KUILKOBUIA TPAKT (CUNbHi 601i B XXMBOTI, W0 iMiTYIOTb rOCTpUIi XXUBIT), BepXHi
AMXanbHi wnaxu. AHTUricTaMiHHi npenapartu, KopTUKocTepoiau abo eniHecppuH He MaloTb nikyBanbHoro egexkty npu Hanagax CAH. XBopoba Mae
ABa OCHOBHi migTunu: 1 TMN BMABNAETLCA Y 85% nauieHTiB i xapakTepusyeTbca HU3bkuM piBHeM C1-INH, Toai sk 2 TMn - HopManbHUM (HaBiTb
BUCOKMM), ane (pyHkuioHanbHo HeedekTBHMM C1-INH. Mowmperictb CAH ouiHoeTbca B giana3oHi Big 1:10000 go 1:100 000 y 3aranbHiit nonynsauii.
Lie 3axBoploBaHHA € BaXNMBOIO rno6anbHOK Npo6n1eMolo, 0CKiNbK1 3HA4YHO BN/IMBAE Ha AKICTb XXUTTA CAMUX NALiEHTIB Ta MOXe BUK/INKATU XUTTEBO
He6e3neyHi ctaHu. MnaHyBaHHA 3a4aTTA, BariTHICTb i HAPOAKEHHA AUTUHM — Lie Ti NMTAHHA, WO MAlOTb Ba)XKUBe MeAUYHe Ta colianbHe 3HAYeHHA Npu
cnocrepeXxeHHi nikapeM xiHok i3 CAH, ag)xe 3MiHM B opraHiaMi XiHKM nig Yac BariTHOCTi noTeHUiiHO MOXXYTb NpoBoKyBaTH Yactiwi Hanagu CAH

i notpebyBatn foparkoBoi AudrepeHLiliHOT fiarHOCTUKM YCKNaAHeHb BariTHOCTi. A HaaHHA JONOMOrU NpU PoAopPo3pilleHHi TaKUM XiHKaM Mae€ cBoi

ocobnusocTi.

CAH - ne pifgkicHe MOTeHIiifHO 3aTPO3/MNBe [/IA XXUTTS XpO-
HiYHe 3aXBOPIOBAHHS, III0 XapaKTePU3YEThCS CIOPALUIHIMIY, 60-
JIICHMMM Ta BUCHA)X/IMBMMIY Halla/JaMy LIKiPHOTO i MifICTM30BOr0O
Habpsxky. Ilarodisionoriuanum nigrpyursam CAH e abcomoTHui
a6o BigHOCHMIT fedinut 6inka C1-INH, 3ymoBnennit myranieo
rena SERPINGI.

Hepocratnicts 6inka C1-INH mpusBoants 0 BUBITbHEHHS
HaJAMIpHOI Ki/IbKOCTI IIpo3amanpHOro Mefiaropa OpagukiHiny
i, sIK HaCTiOK, CyTTEBOrO 36i/MbIIeHHS IPOHMKHOCTI CYAUH.
Kniniyna xapruna CAH 4vacto Harajiye Taky npu anepriunux
peak1lifx, yTiM, 3aCTOCYyBaHHsA aHTUTICTaMiHHUX Npenaparis,
ITIIOKOKOPTUKOIJIiB Ta afjpeHaniHy Ipu [JbOMY He [Ja€ >KOJFHOTO
K/TiHIYHOTO eeKTy, OCKiNbKY TiKyBaHH:A IOTpebye MpU3HAYeHHS
crienuivHMUX Mpemaparis.

Ile opuum xapakrepaum cumnromom CAH e rocrpmit 6inp
Y XMBOTI, AKMII MOXX€ iMiTyBaTy TOCTPY Xipypri4Hy IIaTO/NOTiI0
(ameHAUIUT, aTHEKCUT, KMIIKOBY HEIIPOXiTHICTh, XOMEIMCTUT,
[aHKPEATUT, TPOMOO03 Me3eHTepia/IbHIX CYAVH Ta iH.) I IpU3BO-
AWTY O HEIOTPIOHNX OllepaTHBHUX BTPyYaHb. OCKiNbKY 32 K/1a-
cndixaniero CAH BifHOCHTBCS 10 TepBUHHNX IMYHOAEDILUTIB,
MiKYyBaHHAM TaKMX IIAL[iEHTIB Ma€ 3aliMaTUCS IMYHOJIOT.

CyyvacHi MOAMBOCTI giarHocTuKK Ta nikyBaHHA CAH
B YKpaiHi

Hiarnoctuxa CAH B YkpaiHi BIpOfj0BX OCTaHHIX POKiB cTana
TOCTYIHILIOW0: BM3HAYATH KOHIIeHTpallilo it akTuBHicTh C1-INH,
a TaKOX KOHIeHTpanilo C4 KOMIIOHEHTa KOMIIIEMEHTY B CUPO-
BaTL}i/TI/Ta3Mi KPOBI, 1[0 MOTPIOHO [/Is1 BCTAHOB/IEHHS iarHO3Y
CAH, cvoropHi MOXHa B HU3II IpUBaTHUX Mabopartopiit. OkpiMm
toro, 'O «BceykpaiHcpka aconjianis gurs4oi imyHomnorii» 6yno
posnoyaro npoexT «[lomupenicte CAH B Ykpaini», B pamMmkax
SIKOTO 3a HAIIPaBJIEHHAM JiKaps-iMyHorora (Ta/abo anepromnora)
HpPOBOAATHCS obCcTexeHHs 0cib i3 migo3poro Ha CAH, nmabo-
PpaTOpHMII CKPUHIHT 6aTbKiB, AiTeil i pogu4is manienTis i3 CAH,
a TAKOXK BMSIB/IEHHSI HOBUX XBOPMX i3 3a3HaY€HOI0 TaTosorier. Ak
HaCTIiOK, KibKicTh AiarHocroBaHux Bunagkis CAH B Ykpaini
3a OCTaHHi 2 poku 3pocna Maiixe BABivi. [Ipore yacTora BusAB-
nenHs HoBux Bumnajgkis CAH B YkpaiHi Bce 1je 3anmuiaerbcs
BKpaJli HM3bKOIO: cTaHOM Ha 2022 pik nuute 80 nmromeii B Ykpaini
MaloTh MiATBEP>KEHNI AiaTHO3.

o cTocyeTbca MoxIMBOCTel MiKyBaHHA nanieHTis i3 CAH
B YKpaiHi, To nounnatouyn 3 2020 poxy nauientn i3 CAH maoTb
3MOTy OTPMMATH Cy4acHy Tepaito mpenapatom C1-INH mopan,
KOTpMII BUKOPUCTOBYIOTD fAK [/ JIKyBaHH:A TOCTPUX CTaHIB,
TaK i 3 mpodinakrnyHoo Metow. Crif 3a3HaYNTH, 110 3TiXHO
3 HakasoM MiHicTepcTBa 0XOpoHU 370poB’s YKpainu Ne 2711 Big
28.12.2019 poky, 3abe3IedeHHs MperapaToM IallieHTiB, AKi MAIOTh
nigTBepmxernit giaraos CAH, Bin6yBaeTbcs KOMITOM Jep>KaBM.
Jlna Toro mo6 narient i3 CAH aMir oTpuMary TikyBaHHs, BiH Mae
nepebyBary Ha 06/1iKy B iMyHoIOTa.

IIpo nnaHyBaHHA 3a4aTTsA Ta HApOJ-
)KeHHA pgutuHu B cim’ax i3 CAH,
a TakoXx ocobnusocti nepebiry CAH
Y BariTHUX MJU IOIPOCU/IN PO3HOBICTH
3aBimyBauky Kadenpu mengiarpii, imy-
Homoril, iHpeknifiHNX Ta pigKicHNX
3aXBOpPIOBaHb MiKHapOXHOTO €BPO-
neitcbkoro yHiBepcurery (M. Kuis),
MOKTOpa MeSMYHMX HayK, mpodecopa
Amnacracilo BanepiiBny bongapenko.

P SIxuM € Baule cTaBlIeHH: [0 MJIAHYBaHHA BariTHOCTI

—J B cim’ax i3 CAH?

- besnepeyHo, Ko>KHa NM0AMHA, 30kpeMa xsopa Ha CAH, mae
IIpaBo Ha MaTepI/IHCTBO/6aTbKiBCTBO, TOMY BaTiTHICTb, 3BiCHO,
noTpi6HO rranyBaryu. BogHoUac Ko>KHa 0c06a TAKOX M€ IIPaBo
CaMOCTifHO BUPilIyBaTH, 9¥ TOTOBA BOHA /T Ha PU3MUK i Ha-
POMKYBaTH JUTUHY, iKa Moxe ycnaakysatu CAH Bif ogHOTO
3 6aTbKiB, a00 X BOHA X04e HAPOAWUTH JUTHHY, KOTPA He MaTuMe
IIbOTO 3aXBOPIOBAHH, 1[0 CTa/I0 MOXK/IVBYM 3aBJAKU CYYaCHIUM
PeNnpoAyKTUBHUM TEXHOJIOTiAM. 3aBJJaHHA /iKaps B IIbOMY BJ-
HajKy — HaIaTy Mali€HTy BeCb 06cAT MOTPi6HOI iHpOpMAIiii, 1110
IOTIOMO>Ke 3[iIICHUTH Lieit BUOIp.

Axuit nepe6ir mae CAH y BaritHux?

. - 3BaXkalouy Ha 0COOMMBICTh 3aXBOPIOBAHHA Ta BIUINB
Ha J10T0 Hepebir FOpMOHA/IBHOTO CTaHY XKiHKM, TEOPETUYHO MOKHA
ouiKyBaTy nodacrinranns Hamazis CAH y nepiuiii mosoBuHi Barit-
HOCTI Ta 3MEHIIEHHA iXHboi KibKocTi Hafati. [IpoTe, Ak mokasye Kii-
HiyHa nIpakTyKa, nepebir CAH y Ko>kHOi OKpeMoi BarirHoi Moxe 6y Ty
pisHMM: Topi AK y feAakux Hanagy CAH mig gac BaritHOCTI cripaBpi
€ 9aCTilVMM, B iHIIMX BOHM HE BUHMKAIOTD y3araji. ¥ fboMy acIeKTi
BaXIMBO 3abe3mednTy BariTHilt, xBopiit Ha CAH, gocrym fio pemna-
pary C1-INH, 110 70momoyke KOHTPOIIOBATH Iepedir 3aXBOPIOBAHHSL.
T Yy MOKTMBO 3HU3UTHU pU3UK ycnaaKkyBaHHsa CAH?

- - Hi smina cioco6y >kuTTs, Hi IOTpUMaHHA PI3HOMaHITHUX
JIET i T. iH. He MOXKYTb 3MEHLINTY PUSKKY YCIIaJKyBaHHA JUTIHOIO
CAH. IIpore Hapasi focTymHOI0 € paHHA npeHatanbHa JTHK-mia-
THOCTMKA, 1[0 TPOBOAMUTHCA Ha 11-12-My TVOKHI BariTHOCTI 1 Haflae
3MOTY BCTAaHOBUTY HAasIBHICTDb y 11ofa MyTalii resa SERPINGI,
axuit xopye C1-INH i cnpuunnse possurox CAH. [Iuranns fo-
LiIIPHOCTi IP€HATa/IbHOI IiarHOCTUKIM Ma€ BUPIITyBaTUCA iHAMBI-
Jiya/IbHO, ajiXKe SIKIIIO OaThKI IVIAHYIOTD 30epiraTy BariTHiCT HaBITh
y pasi BUABNEHHA MyTallil, TO IPOBeJieHHA TaKOTO JOCTi/KEHHA
He Mae ceHcy. Kpim Toro, cama npoliefiypa € iHBasuBHOIO Ta CyIIpo-
BOJXKYETHCS BITHOCHO BUCOKMM PYU3UKOM YCKIagHeHs (1-5%), ceper
AKUX i nepepuBaHHA BaritHOCTI. [lle omHuM BapiaHTOM, AKUIT MOXe
6yTu 3aIIpOIIOHOBAHMII ITapi, [ie OMH i3 MapTHepiB Mae MyTaIliio
rera SERPINGI, € excrpakopnopanste 3annigHenss (EK3), mo
Hajlae 3MOTy ITpoBeCTy reHeTnyHy fiarHocTuxy CAH ime Ha eTami
[OIMIUIAHTALITHOTO PO3BUTKY eMOPIOHIB. Y TaKOMY pasi 10 IIOpOX-
HJHU MaTKV TIEPEHOCATHCS JINLIE Ti eMOpPiOHM, B SIKMX L MyTallis
BificyTHA. IIpoTe siKio xBoporo Ha CAH € xiHKa, TO TOpMOHa/IbHA
CTUMYNALifA, mwo nepenye npouenypi EK3, a Takox nopanpia
FOpPMOHA/IbHA IiTPMMKA BariTHOCTI MOXe 6yTU YMHHIKOM pH-
3UKY II0YACTilIAHHSA Hala/[iB. Y TAKOMY BUIIAIKy PEKOMEH/YETbCS
npodinaKkTIYHe MpU3HAYEHH [1a3MOBOro KoHuenTpary C1-INH
(pdC1-INH), sike Mae 6yTu posmouare e Ha eTarri anysanHsa EK3
i TpMBaTH IPOTATOM YCi€l BariTHOCTI.

0 SIXKuMU € eTUYHi aceKTH MPoBefleHHA NMpeHaTaabHOL

—J Ta IepefiMIIaHTaninzoi giarnoctuxku CAH?

- Baxxnuso posymiry, mo CAH He HaneXXuTpb 1o HeCyMicHUX
i3 )KMTTAM 3aXBOPIOBaHb, 2 CYJaCHI METOAM NiKYBaHHA HaJAl0Th
3MOTY IOCATHYTY Mali>ke HOPMaJIbHOI AKOCTi XUTTA B TAKMUX
xBopux. Bognouac nmanientn i3 CAH, sAKi nn1aHyoOTh BariTHiCTb,
MaioTh 6yTu MoiH(GOpPMOBaHi PO ZOCTYIHICTH, IIepeBary it pu-
3MKU IIPOBEfIeHH: paHHbOI IpeHaTa/IbHOI Ta Mepe/iMIUTaHTaIiil-
Hoi fiarHocTuky CAH. PimeHHs mofo eTMYHOCTI IXHBOTO IIPO-
Be/leHHA Ta II0/a/IbIIOl TAKTUKY IiC/IA OTPMMAHHA Pe3y/bTaTiB
reHeTUYHMX TOCIIKEHb 3a/IMIIAETHCS BUKITIOYHO 32 GaTbKaMIL.

Konu ta sk moxkHa giarHocryBatu CAH y gmiteit micna

—d HAPOJ>KEHH?

- Y piteit BikoM o 1 poKy aHTUTeHHUIT yMicT i dyHKIi0-
HanbHa akTuBHicCTh C1-INH, a Takox piBeHb C4 KOMIIOHEHTa
KOMIUJIEMEHTY € HU3bKMMIL, TOMY pe3y/bTaTy 0ioXiMiYHMX aHa-
Mi3iB, IPOBEEHUX [JO JOCATHEHHA AUTUHOK 12-MicAYHOTO
BiKY, € HeiH(bopMaTMBHMMM. Ina pannboi giarnoctukn CAH
Yy HOBOHAPOJI’)KEHNX MOXKe 3aCTOCOBYBATMCA I€HETUYHE TeCTy-
BaHHsI, IPOTE BUCOKA BaPTICTh € 6AP'EPOM MJISI IOTO WIMPOKOTO
BIIPOBAJ)KEHHA B K/IiHIYHY PaKTUKY. 3aTa/loM HOBOHAP O KeHi
3 MO3UTUBHUM CiMeTHMM aHaMHEe30M BBa>KalOThCs MOTEHIIITHO
XBOPUMI, JONOKYM He BCTAHOBJIEHO IIPOTHU/IEXKHE, TOMY MAlOTh
peTenbHO CIIOCTepiraTucs It 06CTeXXyBaTIUCs AKOMOTa paHille;
B ifleani - 0 MOABY KIiHIYHMX NPOABIB, 110 HAa/JaCTh 3MOTY
3a0e3IeYnTy ONTUMAJIbHE JIIKYBaHHS.

Tpurepu po3sutky Hanagy CAH

Hajtyacrime TpurepamMu pospuTKy anrioesemu npu CAH
€ CTpec, TpaBMIU Ta MeAN4Hi BTpydaHHA. llle ogHMM BaroMum
YUMHHUKOM, KM MoXKe nocymoBaTy npossu CAH, e migsure-
HUI piBeHDb €CTPOTeHiB, 10 CIIOCTePIraeThCA Mif| 4ac BaTiTHOCTI,
Ha T/Ii 3aCTOCYBaHHs KOMOIHOBaHMX IEPOPAIbHIX KOHTPALlell-
tusiB (KOK) ta 3amicHoi ecTporenHoi ropmoHoTepanii. Barit-
HicTb Ta momory — Ti paKTOpy, AKi MABULIYIOTH IMOBIpHICTD
po3BuTKy daranpuux ycknagaenb CAH, Ak-oT HabpsK ropTaHi,
MO3KOBMX 000IOHOK Ta OpraHiB YepeBHOI IOPOXKHUHU. Y IIbOMY
acIeKTi BaXJIMBY PONb Biflirpae NpoBefeHHA Halme>KHoI mpodi-
naktuky HananiB CAH Ha erani BaritHocTi Ta 6e3mocepeHBO
mepes IMonoraMim.

Oco6nuBocTi BeaeHHs BariTHux i3 CAH B YKpaiHi.
Cy4acHuii cTaH npobnemm

JKurra tpusae, i Mmu B YKpaiHi Bxe
Ma€EMO B/IaCHUII JOCBiJl 3a4aTTA Ta Ha-
POMI>KeHHA AiTell y XiHOK i3 AiarHocTo-
BaHum CAH. 3pic piBenb 06i3HaHOCTI
cIenianicTiB Moo IIbOTO 3aXBOPIO-
BaHHA. OJfHaAK 0COOMMBOCTI BefleHHA
BaritHux i3 CAH yce 1ie BUKIMKAIOTh
6araTo 3amuTaHb, 10 MPOEMOHCTPO-
BaHO, 30KPEMa, B KJIiHIYHUX BUIagKaX
1 Ta 2, AKi MM TIOIPOCUNY TPOKOMEH-
TyBaTy 3aBifyBauKy BifjlileHHA aKy-
HIePCHKUX Mpo6reM eKcTpareHiTanbHol maronorii Y «IHcTu-
TYT Hefiarpii, akymepcrsa i rinexomnorii im. O.M. JIyk’ssHOBOI
HAMH Yxpaiun» (M. KuiB), Z0KTOpa MegUYHNX HAYK, IPO-
decopa IOniro Borogumupisny JJaBugoBy.

I KniHiyHnin BunapoK 1

(Hadano anepeonozom-imyHon020M, O0UEHMOM
Temsnorwo IOpiienor Ximiu, m. Xapkis)

ITanientka T., 38 pokiB. 3BepHynaca 3a KOHCY/IbTalli€l0
1o obacHoro aneprojnora M. Xapkosa y 2020 poui 3i ckapramn
Ha penVuBHi Ha6p;u<1/1 KiHIJiBOK i1 30BHIIIHIX CTaTEBMX OpPraHiB,
BUPAKEHUI AMCKOMQOPT, BIfYyTTs PO3MUPAHHS, IePiOAMIHMIT
abgomiHanbHMit 61/1b, HYHOTY Ta Om0BaHHA. 31 C/TiB HAI[iEHTKIL,
HOsIB1 HAOPSAKIB HepefyBany epuTeMaTo3Hi BUCUIIAHHS Ha LIKipi.
3a3HaveHi CUMIITOMM IPOBOKYBA/INCA Pi3HOMAHITHUMU YMH-
HUKaMu (cTpec, TpaBMa, iHdexis (3acTyma), 3MiHa AKOCTI 1Xi,
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nepeBTOMa, (pisMuHEe HABAaHTAXKEHHSI), TpuBau 3-5 Ai6 i 3a3Budait
3HMKaMM caMocTiitHo. [Ipuitom copbeHTiB, 3HaYHOI KiMBKOCTI
PiZVHM Ta TroNOf 3MEHIIYBalM TAXKICTb MPOsABY CUMIITOMIB
i IXHIO TPUBAICTD.

AnamHes. XBopo6a fie610TyBasa B 7-pidHOMY Billi Ta IPOABIIA-
nacst HabpsiKaMM 30BHIIIHIX CTaT€BUX OPTaHiB, BEPXHIX i HYKHIX
KiHIIiBOK. BuiiesasHaueHi cuMITOMYU BUHUKANIK B CEPEHbOMY
1 p/mic i mpoBOKYBaIyCs IepeBa>kKHO TPaBMaMM, IIEPEBTOMOIO
Ta nepeifanHAM. OZHOro pasy micaA TpaBMU BiJ3HavaBCA Ha-
Opsik 06mmyys. JlikyBaHHS aHTUTICTAMIHHMMIU Ta ITIOKOKOPTHU-
KOI[JHMMM IIpeIapaTaMy MO3UTUBHOTO pe3y/NbTaTy He Hafiaso.
Jo anepronora xBopa He 3Bepranacs. Kpim roro, 1-2 p/mic BunnI-
KaJTV HaIlaf{yl iIHTEHCUBHOTO ab{OMiHAIBHOTO GOJTIO Pi3HOI TOKaTi-
3arii Ta xapakTepy (3a TUIIOM KMIIKOBOI KOIbKY 11 TOCTPUX 60IiB
y LUIIYHKY), HyZOTH, 6/II0BaHH, iHKOMM — fiapel, AKi TpuBamn
3-5 ni6. ITanieHTKa He pa3 06CTeXyBaIaCs B FaCTPOCHTEPOTIOTa,
0yI10 BCTAaHOBIIEHO fiarHO3 «[IMCKiHe3id »OBYHOTO Mixypa. Xpo-
HiYHMIT racTpuT». IIpoTe MiKyBaHHA 3 IPUBOJY raCTPONATONOTI]
HO3MTUBHOTO pe3y/nbTaTy He HaJjlaBajo. 3Ba’Kalouy Ha TPyUBa-
it abgoMiHanbHNIt 6inb, XBOPY 06CTEXMIN B OHKOLEHTI,
Ie BUK/TIOUM/IV OHKOJIOTIYHi 3aXBOPIOBaHHA OPraHiB YepeBHOI
HNOPOXKHMHH. Y TIEPiofl CTaTeBOTO NO3PiBaHHA IallieHTKa Bifj3Ha-
4yIa OCUIeHH OOJIIB Y AUISHII Ma/Ioro Tasa, 3 IPUBOAY YOT0
HEOJHOPa30BO 3BepTanacs fo rinekonoris. Ilaromorii crateBux
opraHiB BusB/IeHO He 6yo. Y Biri 27 pokiB mif 4ac 06cTexXeHHs
B €HJJOKPMHOJIOTa Ta FiHeKosIora 3 NpMBOJY Mi/IBUILEHOTO PiBHA
IpONaKTUHY BIepite 6yio0 3amifosdpeno HassHicts CAH. ITani-
€HTKY Oy/1a CKepOBaHO Ha J00OCTexeHH 1o LleHTpy aneprivHux
3aXBOPIOBAHb BEPXHIX AuxanbHux mnaxis 1Y «Iacruryr orona-
punronorii im. O.C. Konomiituenka HAMH Ykpainn» (M. Kuis),
Ie 6yno BusaBneHo 3HIDKeHH: piBHA C1-INH i BcTaHOBIEHO fia-
rHo3 CAH. Ynporiossx 10 pokiB MpoXofuTb 06CTeXEHHA 3 IPHU-
BOZLY 6esmminasa. 3rigHo 3 BUCHOBKaMU TiHEKOJIOTIB, penponyx-
TUBHI QYHKIII manieHTKy Ta i1 Yonosika He nmopyureHi. Yepes
1le XBOPa BifI3Ha4a€ NOTipIIeHHA IICMX0EMOLifHOTO CTaHy Ta Mifl-
BUIIEHHS 9aCTOTY 60IBOBOTO CYHAPOMY B Ai/ISHII MajIoro Tasa.

CimeitHuit anamHe3. baTbko Ta Hifych MalieHTKM TaKOX
Maay B aHaMHe3i emi3omMYHi Hallagu aHTioemgeMM KiHIIiBOK
cepefHbOI TAXKKOCTI, AKi MPOBOKyBanucs QisMIHNMM IepeHa-
BaHTa)KeHHAMI.

Ornap,. 3aranpHult CTaH 3a/J0BITbHMIL, HOPMOCTEHIYHa Oy0Ba
TiNa, WKipHi TOKPUBYU 671iT0-POXKEBOTO KONbOPY, HAOPAKM J1 03-
HaKJ KPONMB AHKY BifiCyTHI.

JTaboparopHi MeTogu mocnimkeHHs. Ilix yac mpoBefeHHS
NabOpaTOPHOrO 0OCTE>KEHH BUABIEHO SHIDKEHHS KOHIIEHTparil
it aktusHocTi C1-INH, a Takox piBHA aKTOpa KOMIIEMEHTY
C4. BaTbko manjieHTKu Bij o6cTexxeHHd BimMoBuBca. Ha ocHOBI
KJIiHIK), aHAMHE3y Ta IIPOBEJEHUX JOCII/)KeHb YCTAHOBIEHO
piarnos CAH 1 Tumy.

IIpusnavyene nikyBanHA. BpaxoBy1ouy BICOKY 4acTOTY Ji ak-
TUBHICTb HaNafiB, PEeKOMEHJOBAHO JOBrOTPUBay IMpodinak-
tuyHy Tepamnito pdC1-INH y fosi 1000 MO 2 p/tumx. IIpote yepes
OCTpax NaljieHTKM LIOfl0 NPUIIOMY HOBOTO Ipenapary 3a Jo-
MOBJIEHICTIO 3 MTiKapeM Ieplli BBeJileHHA IpoBOAMUIN 1 p/Tux.
Ha T71i nikyBaHHA CTaH 3HaYHO NMOKpAIMBCA: HallaJy aHTioe-
IeMU, B TOMY YMCTI 3 abOMiHaNbHYMU [TPOABaMU, Oy HEBU-
pakeHuMn Ta TypbyBamu pigko (1 pas Ha 2-3 Mic). ITanjieHTKa
BifI3Ha4YM/Ia iCTOTHE MOJIMIIEHHA ICUXOEMOLI/IHOTO CTaHy, 10
NPOABNAANOCA, 30KpeMa, 3SHUKHEHHAM IOCTifHOTO Bif4yTTA
cTpaxy mofo po3sutky cumnrtomis CAH. XBopa saBariTHina,
IpoTe BariTHiCTb Oy/Ia M03aMaTKOBOI, {0 HOTpebyBaIo ii mepe-
PUBaHHA ONEPATMBHUM BTPy4YaHHAM. fIK HacIilOK CTpecoBOro
BrtuBy Hanagu CAH novacriurany, y 388Ky i3 YMM HaI{ieHTKY
HepeBe/y Ha CTAaHAAPTHY IPODiTaKTUYHY H03Y Ta YACTOTY BBe-
menna npenapary 1000 MO 2 p/tux. Yepes 3 Tux nikyBaHHA
cTaH cTabinisyBaBcsa, Hanagu CAH He posBuBanucs. 3rigHo
3 BUCHOBKOM T'iHEKOJIOTiB, PelpOAYKTUBHA QYHKIIif 30epeskeHa.

O6roBopeHHA KJiHIYHOrO BUNaAKy

Ilest kTiHIYHMIT BUTIAZIOK BitoOparkae CKnaficTb gudepenmii-
Hoi giarHoctuky CAH ta Ba>kxuii TpyBauii MIAX NALiEHTKHU 10
BCTAHOBJIEHHA iarHO3Y. | HaBiTh Nepina mifgospa y miKapis 1070
CAH BuHMKIIA T 9ac JOCTIKEHHS PENPORYKTUBHOI PyHKIiT
MaI[ieHTKM Ti/bkY Ha 20-11 pik HAaABHUX CUMIITOMIiB 3aXBOpIO-
BaHH:. X0Ya Malli€eHTKa Majia 4acTi abgominanpHi npossu CAH,
03aMaTKOBa BariTHICTD, IMOBIpHO, He 6y/Ia CITPOBOKOBaHa HAsB-
HicTI0 11bOr0 3aXBOpIOBaHH:. OfHAK CUMIITOMM a6OMiHAIBHOTO
6070 Mif Yac BarirHOCTi BapTo 6ymo AnudepeHLioBaTy AK i3 Ha-
nmagamu CAH, Tak i 3 He6e3nmeYHMMY yCK/TaJHEHHAMY BaTiTHOCTI,
30KpeMa ii 103aMaTKOBOIO JIOKaTi3ali€no.

' Kniniuunii Bunaok 2

(Hadano imyHonozom, npogecopom
Tanunotw Janunienow Kosanv, m. Yepnisui)
ITanienTtka A., 26 pokis. Y 2020 poui 6yra ckepoBaHa
a/zeprooroM Ha Kadeapy KiaiHi4HOI iMyHOIOri, anepromorii
/1 eH0KpuHONOrii ByKoBMHCHKOTO lepKaBHOTO Me/JMYHOTO
yHiBepcurery (M. YepHisni) 3 siarHosoMm «Habpsak Ksinke

OpQBA" YKpaiHu

MDKAUCUWNNIHAPHI NPOBJIEMW

He3’sICOBAHOTO reHe3y». IIpu mepuromy 3BepHeHHi XBopa cKap-
JKIMTACsl Ha peUVANBHI HaOPSIKM KiHIiBOK i 30BHIIIHIX cTare-
BUX OPraHiB, BUPaXKeHNIT AUCKOM(OPT, BITUyTTs PO3NMPAHHH,
nepiofuyuHMIT abfoMiHanbHMIL 6i/b, HYFOTY Ta GIIOBaHHS.
3a3Ha4yeHi CMMIITOMYU IPOBOKYBaNNCA PiSHOMaHITHUMM YUH-
HuKaMu (CTpec, TpaBMa, iHpekLia (3acTyna), 3MiHa AKOCTi
ki, mepeBTOMa, ¢isMUHe HaBaHTa)XeHHs), TpUBanu 3-5 fi6
i 3a3BMYA 3BHUKANIM CAMOCTIIIHO.

Anamues. XBopoba febroryBana B 10-pivHOMY Bini Ta mpo-
AB/IATACS PO3BUTKOM aHTioefeMy pisHOI JToKamisanii: 06mmayus
(ocobnuBo pinsHku ry6), mmi (kinbka pasis i3 mokanisaunieno B i-
JISIHII TOPTaHi), TPyRHOI KITITKY, CIIMHM, abTOMIHAIBHOL HiNSHKY,
CTaTeBMX OpraHiB, BepXHixX i HUXHix KiHIiBok. Haitdacrimoro o-
Kasrisarjiero HabpsKiB Oy/mu KIUCTI PyK, cigHui Ta crerna. Hamagu
aHTioefieM! BUHMKA/IN B cepefHboMY 1-2 p/Mic i IpOBOKyBanucs
pisHoMaHiTHMMM unHHMKamu. Kpim Toro, He pipuie 1 p/mic Bu-
HMKa/IM Hallafy iHTeHCUBHOTO abfOMiHaIBHOTO 6010, Bif4yTTA
PO3NMpaHH:A B )KUBOTI, HY[I0Ta, 6MI0BaHH S, iHKONM — Aiapes, 1o
tpuBamu 3-5 f1i6. JJo MOMeHTY BcTaHOBNeHHA fiarHo3y CAH marii-
€HTKa HeOJTHOPa30Bo OyIIa rocIiTanisoBaHa /o aJ1eproioriyHoro
BifIi/IeHHA, [le OTPMMYBasa NiKyBaHHA aJipeHaliHOM, Ipenapa-
TaMJ TTIOKOKOPTUKOIZiB, aHTUTiCTAMIHHMMH Ta CEYOTiHHUMU
3acobamu. Takox MpU3HAYAINCS JIETOTEPAIIis 3 BUK/TIOYEHHAM
BE/IMKOI KiIbKOCTi IIPOAYKTiB Xap4yBaHHS, 1[0 PO3LIHIOBAINCI
AK iMOBIipHI a/lepreHy, HeOTHOPAa30BO — AHTUTe/IbMiHTHA Tepallis,
Ki/nbKapasoBi Kypcu maasmadepesy, IpoLenypy AyofeHab-
HOTO 30HAYBaHHA. Y Billi 12 pokiB i3 NIpuBOAYy BUpaXKeHOTO,
PE3MCTEHTHOrO [0 TiKyBaHH, PELUUBHOIO a6JOMiHaIbHOTO
CHHAPOMY, 110 OYB pO3L[iHEHMII AK HATAJl XONeLUCTUTY, OyI0
IPOBEJIEHO XO/IELMCTEKTOMII0. YCi BUllleHa3BaHi METOAM JIiKY-
BaHH:A He HaJlaBa/Iy K/IiHiYHOTO pe3y/bTaTy.

Cimeitnnit anaMues. Pifunit 6paT malieHTKY Ma€ B aHaMHesi
eITi30[MYHi HaIlaIy aHTiOeIeMN.

Orisg. 3aranpHuit CTaH 3a0BiIbHNIT, OyOBa Ti/Ta HOpMOCTE-
HiYHa, IKipHi IOKpUBMU O/TiT0-PO>KEBOr0 KOMbOPY, Ha 3aIHI ITO-
BepXHI /IIBOrO CTerHa BifI3HAYABCS 1UI1/IBHIIT 130/IbOBaHNIT HAOPSIK
6e3 03HAaK KPOIVBSIHKM Ta rimepemil.

JTaboparopui Merogu mocnipkenns. I1ix yac npoBefeHHs
7abopaTOPHOTO 0OCTEXKEHHS BUSBIEHO 3HVDKEHHS KOHI[EHTpa-
nii i1 aktuBHocTi C1-INH Ha 1711 HesmMiHeHOTO piBHsI dakTOpa
kommneMeHTy C4. 3 ornAny Ha CIajKOBUII XapaKTep 3aXBO-
pIOBaHHA Ta ciMellHNUII aHaMHe3 MabopaTopHa JiarHOCTHKA
CAH nposepiena 6paty Ta MaTepi HaljieHTKM (6aTbKO MPOXMBAE
B {HIIIiT KpaiHi), B pe3y/nbraTi 40r0 6y/10 BUsSBIEHO 3HIDKEHHS aK-
tuBHocTi C1-INH y 6para xBopoi. Ha ocHOBi KTiHik1, aHaMHesy
Ta IpOBeJEeHUX TOCTifI)KeHb ycTaHoBeHO aiarHo3 CAH 1 tumy.

IIpusnayene mikyBanHdA. Yepes yacTi Hamagu XBopiit npu-
3HaveHo Tepamniio moacbkuM C1-INH y pexumi fosrorpusa-
noi npodinakruxu: 1000 MO koxHi 3-4 gui. OcobnuBocri
BBEJEHH Ipelapary Ta iforo f03u 0O6roBOPHBAINCS 3 Ha-
nieHTKolo Ta ii Mmamor. Ha Tii 1ikyBaHHA CTaH 3HA4YHO IIO-
KpallMBCs, IPOTATOM POKY 6y/I0 nuile 2 Hallafu aHrioegeMu
3 JIOKa/i3allielo Ha KUCTAX PYK i cifHunax. Yepes pik micna
BCTAaHOBJ/IEHHA JIiaTHO3y NallieHTKa 3aBariTHina. ¥ 1-it Mi-
CAIb BaTiTHOCTI 6yI0 2 emisony aHrioefieMu 3 nokanisaiieo
Ha BEpXHiX KiHIliBKaX. Y mepiof 2-3-To MicAIliB BariTHOCTI Taki
Hamagy Oy1M WOTIKHeBUMMN. [Ipy 1iboMy HabPsKY HOCTITHO
BUHMKAIN B JiASHI HY>KHIX BiginiB )KMBOTA, 4aCTO — Ha OK-
peMux JiNAHKaX BEPXHiX KiHIiBOK, CiJHNIIAX i 30BHIIIHIX
craTeBux opraHax. TakoxX y 1eit 4ac 3’IBMBCS epUTEeMATO3HUII
BUCUII Ha Oi/bLIift YacTHHI Tila, AKMIT MaB BUITIAL PO3IUCY
Ta He CYIPOBOAXYyBaBcs cBepbinHAM. Halitsax4uum mepe-
6ir CAH BusBUBCs B [PYrOMY TPUMeCTpi, KONMM Halafy Bif-
3HAYa/MMCsa KOXKHI 3 THI Ta MpoABIANMUCSI HabpsKaMyu Kuc-
Tell, mepeAIiyp, abOMiHATPHOI Ta IOTEPEKOBOI AiNSIHOK,
CiIHMIb, CTETOH i CTOM, 1O 3aBAaBaN0 BUpPaKeHoro ¢izny-
HOTO AMCKOMGOPTY. 3amyyeHHA HOBUX NiMAHOK BifibyBamocs
1je 10 MOMEHTY pO3pillleHHsI IIoNepeHbO BUHMKINX HAOPSIKIB.
Oxpim Toro, 36epiranucs BupaxeHuit abgoMiHanbHuit 6i1b
(cy6’exTnBHa oninka 600 — 10 i3 10) if eprTeMaTO3HMIT BUCKIL.
Y TpeTboMy TpUMeCTpi CIIOCTepirazocsa NONerueHH A CUMIITO-
MiB: HaOpsIK 0OMEXMBCS FIIAHKOI HU3Y XXMBOTA TA HIDKHIX
KiHI[IBOK, abfoMiHanpHMIT CMHAPOM TypOyBas piako. Ilif gac
onuTyBaHHA 6y/I0 BCTAHOBJIEHO, LI0 MAL[i€EHTKA HE JOTPUMY-
BajlacA MpU3HA4YeHOI cCXeMM JIiKyBaHH, 1110, IMOBipHO, i cTano
HPUYNHOIO TOTiplIeHHs Mepebiry 3aXBOPIOBAHHA HPOTATOM
BariTHOCTi. PekoMeH0BaHO JOTpUMaHHA MONEpefHbO PU-
3Ha4YeHol cxeMy BBefeHHA npenapary — 1000 MO koxHi 3 gHi.

Cnip 3ayBa>kuTH, 10 BIPOJOBX YCi€l BariTHOCTI /TapyHTe-
a7lbHAa JIOKasi3alis HabpsKy Bif3Havamacsa Bcboro 1 pas, Toxi
AK [0 BariTHocTi Ta go moyarky Tepamii C1-INH Habpsk 06-
NMYYs TA TOPTaHI BUHMKAB KOXKHI 2 Mic. ¥ 3B’I3Ky 3 pU3MKOM
possutky Hanagy CAH mig 9ac nonoris, AKUil MOXxe ycKnaf-
HUTHU IXHill epebir i 3arpoXXyBaT KUTTIO AUTUHA Ta HOPO-
minni, KoHcuniymMoM ¢axiBiiB 6y/0 yXBaZeHO pillleHHS IIPO
IJIAHOBMIT KecapiB po3THH. 3a KiZTbKa TVDKHIB /10 IIbOTO 3 METOO
3abe3medeHHs TOLATKOBOI KOPOTKOCTPOKOBOI IPOdiTaKTUKU
gacToTy BBefeHHa Cl-INH 6yno 36inbureno go 3 p/Tumx,
a TAaKOXX PEKOMEH/I0BaHO BBEleHHA IIpenapaTy B L1ili caMiii 031
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6e3mocepeHbO Iepej KecapeBUM PO3TUHOM. B inTpaomepa-
LiifiHOMY Ta miciAnonorosomy nepiogax nanazis CAH ne cmo-
crepiramocsa. Hapasi manienTka npogoBxye npoditakTudaHe
nikyBanna C1-INH y gosi 1000 MO koxxHi 3-4 pgHi.

0O6roBopeHHsA KJiHIYHOrO BUNAAKYy

Y ubomy BUIIaJKY, K i B IOIIEPeHbOMY, OKPiM TPUBa/IOro
HIJIAXY KO BCTAHOBJIEHHS AiaTHO3y, MaEMO IpPOOIEMY JOTPU-
MaHHs MallieHTaMy 49acTOTY NPOQiNaKTUIHOTO BBEJEHHS
npemnapaty jns nikyBanHa CAH. Ha sxanp, Hami nanientn po-
CUTB YaCTO He JJOTPUMYIOTHCS IIPU3HAYEHOTO JIIKYBaHHS, 0C06-
JIMBO HOBMMM [/I HMX JiKapchbkumy 3acobamu. I yBary Ha wiit
npo6eMi BaXX/IMBO 3arOCTPIOBATH Mifl 4ac KOXXHOI pO3MOBH
3 TMAIliEHTOM, aJjKe JIIIe BBeJIleHH afleKBaTHOI Ki/IbKOCTI ITperna-
paTy MO>Ke IaTy O4iKyBaHMII TepamneBTHYHMI eheKT. TaKox weit
BUITA/IOK II0OKa3aB Be/lMKe 3aHEIIOKOEHH JiKapiBs Iofj0 B16Opy
crocoby popropospinrenHs BaritHoi i3 CAH, BpaxoByoun pusmuk
NPOBOKYBaHHA Halajly IONOraMu, CyyTHIM CTPecoM i rimo-
TeTMYHOI MOXKJIMBICTIO IpOBefleHHA iHTybanil Tpaxel B pasi
yCKIagHeHb. BapTo 3BepHYTU yBary Ha Te, 1110, 3rijHO 3 MiXKHa-
PONHMMY pEKOMEHAALiAMM, TIPY BUOOPI CIIOCOOY PO3POIKEHHS
BarirHoi i3 CAH nepesary BifijaloTh BariHaJIbHMM II0JIOTaM y pasi
BiicyTHOCTI mpoTnnokasanb. TaKOX C/Tiff 3a3HAYNTL, 110 Oe3red-
HIM Ta e()eKTUBHUM BapiaHTOM IPODITaKTUIHOTO JTiKyBaHHS
CAH mig yac BariTHOCTI, fIKa CyIPOBOJIXXY€EThCS MOYaCTillaH-
Ham Hanagis CAH, BBaXkaeTbcst JOBrOCTPOKOBA MPOdiTakTuKa
i3 sacrocyBanuam pdC1l-INH, 6e3mneka nmpusHadeHHs AKOTO
y uiit xoropti nanientok i3 CAH 6yna goBefieHa B fOCTifXeHHI
I. Martinez-Saguer Ta cmiBasT. (2010).

Takox Mu nocninkysamicd 3 10.B. [laBugoBolo 1moxo
oco6mBocreit mpodimakTyky ta nikyBanHa CAH y komn-
JIEKCHOMY 3aXVCTi COMATUYHOTO i )KiHOYOTO 3[{0OPOB’A.

@ Illo moTpi6HO 3HATHU aKyLIEPY-TiHEKOTIOT'Y PO €TiONOTio
—J Ta MexaHism po3suTKy CAH?

- Baxxnuso pospisaaru CAH i rictamin-onocepenkoBaHuit
aneprivanit AH. Ha Bigminy Big anepriunoro AH, axuit cynpo-
BOJKY€ETbCSA KPONMUBSIHKOIO 1 cBepbexxem mkipu, CAH moxe
CaMOCTiJIHO po3pilyBaTiiCa BIPOOBX 24-48 rox, a 14 iioro
MiKyBaHHA edeKTUBHUMM € MPU3HAYeHHA aHTUTICTaMiHHUX
Ta TIIOKOKOPTUKOCTepoifHux npenapatis; Hanagu CAH omo-
CepenKOBYIOThCs OpafiKiHIHOM, [/Is1 HOTO He € XapaKTepHUMMU
cBepOiX, KPOIMB'AHKA II YTBOPEHHS AMKMU IPU HaTHCKaHHI.
Hanapg CAH TpuBsae 10 5 1HiB i He pearye Ha Tepailo aHTUTiCTa-
MiHHMMH Ta ITIIOKOKOPTUKOCTEPOIIHMMM TIpEapaTaMu.

ITatodisionoriss CAH npepncraBieHa Ha pUCYHKY. AKTHBOBA-
Huit pakTop XII mepeTBopro€ npeKanikpeiH Ha KamiKpeiH, SKuii
Bifmertoe 6pafuKinin (ManmeHbKIIT IeNTHL i3 9 aMiHOKMCIOT)
BiJl KiHiHOT€HY 3 BUCOKOI0 MOJIEKY/IAPHOI0 Macolo. bpafiukiHin,
mitoun yepes B2-penentop, cnpuunHse AUCPYHKIII0 eHOTei-
a7bHUX KIIITMH, eKCTpaBasaljilo piiuHM 1 aHTIOHEeBPOTUYHUIL
HabpsAK. BifcyTHiICTh HOpMaNbHOTO PiBHA QYHKIIIOHaTLHOTO
C1-INH € ocHOBHMM fedeKTOM y IepeBakalbHUX Gpopmax
CAH (112 Tunmn).

"o | Axmit nepe6ir mae CAH y 5KiHOK penpofyKTHBHOrO BiKy

—J Ta B MEHOIay3i?

- Hacamnepen Bigomo, 0 KOHI[EHTPaLlisd )KiHOYMX CTaTeBUX
TOPMOHIB Biflirpa€e Ba>k/IMBy PO/Ib y BUHMKHEHHI Ta 4acTOTi
nHanaziis CAH. Oxpim Toro, Ha BiMiHy BiJj 4ONOBIKiB y XiHOK
Hamagu € Habarato yactimmmy, a npossu CAH - cepitosHi-
mumu, Tomy Xinku i3 CAH vacriie moTpebyroTh rocmirai-
3anii. I[lepiogn MeHcTpyanii it oBynALii MOXXYTb 3yMOB/IIOBATH
Hamazgu CAH: y 62% nmanienTox i3 CAH sarocTpenHs nmepebiry
XBOpoOU Bifby0Cs iy 4ac craTeBOro fo3piBaHHA, y 80% — mif
yac npuitomy KOK, a y 29% XxBOpuX CUMITOMM BUHUKAKTD
JuIIe B IepiofM MiiBMIIEHOTO BININBY ecTporeny. [losigom-
NAETHCA NPO HiBUIIEHUII PUSUK CUMHIPOMY HMOMiKICTOSHUX
sse9HMKIB y xinok i3 CAH i3 gedinurom/mucdynkuieo C1-INH.
JloBeneHo, M0 BUKOPUCTAHHA KOHTPALIENITUBIB, AKi MiCTATD BU-
KJIIOYHO ITPOTeCTVH, CIIpUA€E 3HIDKEHHIO YacToTy Hanazis CAH.
Kinekicts emisogis CAH mig gac BariTHOCTI MOXe 306inbInyBa-
THUCSA, 3SMEHIIYBaTHCA a60 3amumaTucs HeaMinHow0. IIpu 1ipomy
K/IiHIYHI CMMIITOMU 3a3BMYall € BUPAXKeHIIIMMM HPOTATOM
IEePIIOTO TPUMECTPY, 1J0 3yMOB/IEHO BICOKOIO KOHIJEHTPal[i€lo
eCTPOTeHiB 1 HellpOCHAOKPMHHUMHU 3MiHAMU, OB A3aHUMMU
3 paHHbOIO BariTHICTIO, AK-0T HyfoTa. Illo CTOCYEThCA TAKTUKM
BefleHHs nanientok i3 CAH mip yac BaritHoCTi, TO KOBeneny
edexTuBHicTs Mae npusHadenns pdCl-INH i3 npodinakruy-
HOI0 MeTOI0 260 3a moTpebu. HeobxigHo 3ayBaxkuty, wo pdCl-
INH - eguuuit 3aci6, sikuit Mi>X HAPOAHI IPOTOKOIN PEKOMEH-
AyIOTb 3acTocoByBaTH y BaritHux (International consensus
and practical guidelines on the gynecologic and obstetric
management of female patients with hereditary angioedema

IIpomoBixeHHA Ha cTOp. 36.




MDKAUCUUNNIHAPHI NPOBJIEMA
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Cnagkosuii anzionespomuyKuii HAGpAK i BaZimuicm;
MiXHapogHi peKoMengauii ma peanii nagauny
gonoMozu B YKpaini

IIpoposxenns. IloyaTox Ha crop. 34.

caused by C1 inhibitor deficiency, 2012). Ocnabneni anfgporenu
MPOTUIIOKA3aHi Mifi 4ac BaTiTHOCTi, OCKiZIbKM BOHU IIPOHMKA-
I0Tb Kpi3b IUIALIEHTY Ta MOXYTb BIJIMBATH HAa PO3BUTOK ILIOZA.
ITpo wkifnuBuit Binus aHTUIOPMHOMITUKIB Ha IIif He 1IO-
BiflOMJIANIOCSA, ajne 3a BiACYTHOCTI cnelialTbHUX JOCTi/)KEHb
3a y4acTIO JI0fieil iX MOXKHA pO3T/IAfaTy A1 npodinakTuku
HamaniB CAH mig wac BarirHocri, Tinekn sxmo pdCl-INH
HEeJJOCTYIHUII i IiC/A peTenbHOro posrnAfy iXHboI MOTeHIIil-
HOI Kopucri Ta mKogu. Ony6miKOBaHNX JAaHNUX MIORO Ge3meKn
ikaTn6aHTy 260 eKaTaHTUAY Iif 9ac BariTHOCTi Hapasi HeMae.

SIXi 0cOOMMBOCTI MaIOTh BeJeHH IOIOTIB i MiC/IAMoIorosa
peabinitanis y manientok is CAH?

- BpaxoByIounu BUCOKY JIMOBIpPHICTb YCK/IaJjHEHD, IIOB I3aHUX
i3 CAH, AKi MOXXyTb BUHMKATH IIPY BariTHOCTI, I10/I0rax, IIpoBe-
IeHHI riHeKO/IOTTYHNUX Olepariit, mif0opi METOAIB KOHTpaLlenIil,
JMKyBaHHS 6es3IUIifAs, TiIHEeKOIOTiYHa Ta epyHATa/NIbHa JOIIO-
mora xiHkam i3 CAH mae HajlaBaTyCA MyIbTUAMCLUIIIIHAPHOIO
KOMaH/[010, 000B’SI3K0OBO i3 K/IIHIYHNM iMYHOIOTOM y CKIafi.
IManientkn i3 CAH i3 gediuntom/nuchyuxuiero C1-INH mators
HapOI>KyBaT! B YCTAaHOBAX, e € WIBUKMIT HOCTYII 0 KOHCY/Ib-
TAHTIB 3 aKyIllIepCcTBa, aHecTesiosoril, nepuxaronorii Ta pdCl-
INH. [IutanHsa goBroctpokooi nmpodinaktuky Hamagis CAH
y BariTHUX CIijJ pO3raAAfaTy iHAMBIAyaNbHO 3 YpPaXyBaHHAM
Y9aCTOTM Ta TSAKKOCTI HabpsAKiB. BpaxoByroun Toit ¢akT, 1o Ha-
BiTb IIpU HeyCK/IaJHEHOMY Iepebiry BarirHOCTi icHye pu3uK mpo-
BefIeHHA NOJaTKOBUX BTPY4YaHb Ta MAaHINYJIALIl Iifl Yac MOMOTiB,
npenaparty pdC1-INH matoTb 6y 1erKogoCTy THUMU.

Merop Bubopy pist BaritHux i3 CAH - BariHanpHi monoru.
IIpoTe HaBiTh Iif Yac BariHa/IbHYX HOJOTiB pu3uK Hanafis CAH
€ JOCUTb BUCOKMM i cknaziae 6-8%. Tomy, K10 B aHaMHes] Ia-
L[iEHTKM HasIBHi Ceplio3Hi Hamaay 4y Hamafy Ha CTaTeBUX Op-
raHax, 1[I0 € BTOPMHHUMM BHACIIJOK TpaBMy, abo Hamagu Oyin
YaCTUMU NIPOTATOM TPEThOT'O TPUMECTPY, PEKOMEHIYETbCA KO-
poTkouacHa npodinaktuka 3a gonomoroo pdC1l-INH mepep
BaTiHa/JIbHUMM HOJIOTaMI. Y pa3i BUHUKHEHH A Halafy IOTPiOHO
3abesnmeunTy HeBifknagHe nikyBanua pdC1-INH i mpokoHcymb-
TyBaTucA 3 MikapeM, Axuit sHattomuit i3 CAH. Axmo pdC1-INH
HeJJOCTYIIHMIL, [IepeBary CIify HagaBary I1asMi, 06pobeHiit Me-
TOJIOM «PO3YMHHUK-[€TEPTe€HT», MOPiBHAHO 3i CBiX)KO3aMOpOXe-
HOIO II/Ta3MOI0, 3aCTOCYBAHHA SAKOI CYIPOBOIKYETbCA PUMKOM
nepefadi FeMOKOHTAKTHIX 3aXBOPIOBAHD 1 aoceHcnbimisarii.
ITpoTe 06uABa Mpemapary BBaXa0ThCS TePAIIE0 APYroi MiHil.

Kecapis postun moxxe cripoBokysary Hanaj, CAH, romy nepen
itoro nposegenHaM Bapto BBectu pdCl-INH. Yeegenns pdCl-
INH Takox peKOMeH[YETbCA Mepef HaK/IaaHHAM IUILIB a6o
BaKyyM-€eKCTpaKIli€lo, IPOTe eKCTPEeHi poluefypu He CIif Bif-
knagary, Akmo pdCl- INH HegocTynHmit HeraitHo.

ITpy B16Opi 3HEOOMEHHA TepeBara BifijlaeThcs eMifypanbHiit
aHecTesii, OCKi/IbKY iHTYOalliA /1A 3aTa/IbHOI aHecTe3ii MoXe CIIpo-
BOKYBaTy TapyHreanbHuii Hanaf, I1if gac micmAnonorosoro nepiogy
JIMOBIpHOI € IifiBuIeHa yacToTa HanaziiB CAH, Tomy pexomenpy-
€TbCS peTe/IbHe CIIOCTEPeXXEHH A 32 IIOPOJ/UIAMY IIPOTATOM 72 TOfI.
OcobmuBo 1e CTOCYEThCS OPOfielt i3 Ha6pHKOM MIPOMEXVIHA, AKi

HepebyBalOTD y TPYII KBa3iBICOKOrO py3KKY. JIaKTallis TaKoX MOXKe
HPOBOKYBaTy HoyacTianHsa Hanafis CAH, 1o mos’s13aHo 3 miaBu-
IIeHHAM PiBHA NPONAKTUHY B cupoBaryi kposi. I1ix yac rpygHoro
BUTOJOBYBaHH:A peKoMeHAyeTbcA npyusHadeHHA pdCl- INH, Axi Mo-
JKYTb 3aCTOCOBYBATHCS SIK J/Is1 TIKyBaHHA 3a IOTpeby, Tax i 3 mpo-
bimakTIYHOI MeTOM0. BpaxoByrouy MOXX/IMBIIT TOOIYHNIT BIUIUB
Ha CTaH snopOB’H TiTer, Iifl 9ac TaKTalii CIij| yHMKATy IpY3HaYeHH
TPaHEeKCaMOBOI KMC/IOTH IT aHAOOIYHIX aHAPOTEHiB.

ﬁ SIxuii BIVIMB Ha CTaH IJIOAA Ta HOBOHAPOJ KEHOTO YHUTD
HaaBHicTb y MmaTepi CAH?

- Bigomo, mo nassHicTb y mnoga C1-INH-CAH moxxe Brmmay ™I
Ha Ki/IbKicTb HanafiiB y Marepi. IIpupopa rpancnopry C1-INH xpisb
ITaLleHTapHUI 6ap ep HeBiIOMa, ajie, IMOBIPHO, TOTPibeH aK TUBHMIA
tpaHcnopT. Cumnromu npu CAH i3 gedinnrom/mucdyHnkiiero
CI-INH MOXyTb BUHMKATH B OyIb-IKOMY Billi ITiC/IA HAPOIKEHHH,
aJie IpO BHYTPILIHbOYTPOOHI CUMIITOMM aHTiOHEBPOTHYHOTO Ha-
6psiky He noBigomsieTsest. Xova gedinur C1-INH npucyTHii mig
Yac HapOZIKEHH, K/TiHIYHI CUMIITOMI PiffKO BMHMKAIOTh Y IUTUH-
CTBi. B HOBOHapO/I>KEHMX MOJXKe CIIOCTepiraTucsa Kpaliosa epuremMa
K IIPOJSPOMATIbHIIT CUMIITOM, aJIe PifIKO — HaOpsIK.

Ha mo BapTo 3BepHYTH yBary 3a morpebu nepepuBaHHs
BariTHocTi B mamienTku i3 CAH?

- PekoMeHZIyeTbCA KOPOTKOYaCHA IpodiTaKTHKa Hepef Xi-
pypriuHuM abopToM, ane MpoLeAypy MOXKHA IIPOBOAUTH Oe3
npodiTaKTUKM 3a YMOBH, IO HeBifjK/IagHe TiKyBaHHA HaIaay
CAH (pdC1-INH) gocTymnHo B 11iif ycTaHOBI.

0 SxuM MeTomaM KOHTpalenuii ciif BigmaTu nmepesary
nanientkam is CAH?

- Tabnerosani KOK mpoBokyioTb BuHuKHeHHs Hanaais CAH

y paHillle 310pOBMX MAI[iEHTOK i 3arOCTPIOIOTH paHillle AiarHOC-
tosanuit CAH. Ilpununennsa npuitomy KOK cnpuse noner-
IIeHHI0 a0 3MeHIIeHHI0 cuMnToMiB. [lapeHTepanbHi ecTporeH-
[IPOTeCTMHOBI KOHTpALeNTNBY (IIacTUp ab0 BariHabHe Kijblie)
MaiTh epeKTH, MOFiOHI 1O eCTPOreHOBMICHUX TabIeTOBAHNX
KOK. 3a faHuMM peTpoCcneKTUBHOIO aHa/li3y, BUKOPUCTaHHA
IepOpaNbHIX KOHTPALENTUBIB, 1[0 MiCTATb Ti/IbKM NIPOTeCTHH,
3MeHIIye YacToTy HamnajiB y 81,8% nauientok i3 CAH. Y vactuan
XBOPUX IIifi Yac MpUitoMy IepopaabHUX KOHTPALENTHBIB, 110
MICTATD NMIlle POTeCTVH, IPUIVHEHO TPUBATY MPOPiTaKTUIHY
Tepamio. IIperapaTyu 3 aHTUTOHAJOTPOIIHOIO Ai€l0 (JIIHECTPEHOT,
HOMETeCTPOJI | X/IOPMaANHOH) € e(heKTUBHIMNMI, HIXK Tab/IeTKI
3 HM3bKJIMU 103aMI IPOTECTIHY (JIeBOHOPTECTPeNI, HOprecTpie-
HOH i fiesorectpen). [lepen yBeieHHAM BHY TPilIHbOMAaTKOBMX CIIi-
pareit kopoTkocTpokoBa npodinakruka CAH He € HeoOxifHOW0,
ajie TKyBaHHA HATy Ma€ Oy T JOCTYIHUM. [/ eKCTpeHOi KOH-
TpaLeNIii C/IiJi BUKOPMCTOBYBATH ITpenapary, 0 MiCTATb TilTbKM
HpPOTeCTHH, i YHUKATK 3ac06iB, AKi MicTATH ecTporeH. bap’epHi
MeTOJV KOHTpaIleNlii He BIZIMBAIOTh Ha NosABY cumntomis CAH.

it0?
2 Yu snnusae CAH Ha PEnponyKIuBHY dynkuiro? .
- Brtus CAH Ha GepTUIbHICTD He € JOBEIeHNM, a aHi
TIPO BIUIMB TIpeNapaTiB A4 IpodiTaKTUKM IIbOTO 3aXBOPIOBAHHSA
Ha GepTU/IbHICTD BIACYTHI.

AKTMBaLifA
®akTop XII
< C1-INH
<«
OakTop Xlla
[Mpekanikpein KanikpeiH
KiHiHoreH i3 BUCOKOI0 5paJZlVIKIHIH
MOJIEKYIAPHOIO Macolo
PeuenTop B2 6pagukiHiHy
« MiABULLEHA MPOHUKHICTb KaninApis
« eKCTpaBa3aLlif pianHM
* aHrioHabpsAK
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. Ax migrorysaru nanientky i3 CAH po 3actocyBaHHA
MOIOMi>KHMX PEIPOyKTUBHUX TeXHONOTili?

- KoporkouacHa npodinakruka Hanagy CAH pexomeH-
AYETbCS Iepef NpoBefeHHsM canbrinrorpagii. IIpu Bubopi
BHYTPilIHbOMATKOBOI iHceMiHarii ab6o EK3 Bucoki piBHi ecTpo-
TeHiB, IHIYKOBAHNUX 1HEKLIHIMI TOHAZOTPOIIHAMY, MOXYThb
cnpnunHATH Hanay, CAH. Tomy pekoMeHZOBaHO IpOBeeHHA
EKS3 nig yac HaTypanbHUX LUKIIiB, KONV PiBeHb €CTPaJiony HIDK-
4uit i IMOBipHicTb rimepcTumynaALii Habarato mexura. Kopot-
KocTpokoBa npodinakruka pdCl-INH mae mpoBoguTics mepen
npouenypaMu, AKi MOXYTb CIIPOBOKYBaTU Hama/j, i IOBMHHA
BUKOPMCTOBYBAaTUCS B pasi Hanapy.

. Ha mo noTpi6HO 3BepHYTH yBary nepep npoBefieHHAM
TiHEKONOTiYHMX XipypriYHMX BTPYy4YaHb y MALi€HTOK
i3 CAH?

- Ileper inTybarier abo BeMKUMM MIPOLEAypaMu 6y Ib-KOTO
TUILY C/1i; POSI/ISIHY TH KOPOTKOCTPOKOBY IIPOQINAKTHUKY, IO MOXKE
BK/Io4aTy HassBHUIL B YKpaini pdC1-INH, skuit yBognThCs sskoMora
6mxde o mpoueaypu, 6akaHo mpoTAroM 1 rof i 060BA3K0BO
IPOTATOM 6 Tofi. 32 eKCIePTHUMM PeKOMEeHAALiAMY, BBOGUTHCA
10-20 Op/xr (abo BiAMOBIZHO [0 IHCTPYKIII /A MESUYHOTO MPU-
3Ha4YeHH JIIKapCbKOTO 3aC00Y BifOBIfHOTO BUPOOHIKA) i3 Apyro0
03010 B PiBHIif KiNIbKOCTI, JOCTYTIHOIO IiJ] Yac IpOLeSypH.

. Yu BnnuBae HasABHicTh y nanienTku CAH Ha TaKTuKy
Be/leHH: OHKOTiHEKONOTiYHMX 3aXBOPIOBAHb?

- ¥ nanieHToK i3 pakoM MonoyHoi sanos3u ta CAH cnip yHu-
KaTy [IpY3HAYEHHs aHAPOTeHiB depes IXHi moTeHwilHi mobivni
edexTn. [TpemapaTy 3 aHTHECTPOTEHHOIO AI€I0 MAOTH AE€SKi aro-
HicTuHI eekTH Ha penerrtopu ectporeHis. [l TaMokcngery
mosefieHo 3arocTpenHsa cumnroMis CAH, Tomy Jioro cnif 3acto-
COBYBaTH 3 06EPeXHICTIO, IIperapaTaMit BLOOPY MOXKYTb CTaTH
inribiropu apomarasu. Ilif yac MiKyBaHHS paKy eHZOMeTpisd
MOXXYTb BUKOPMCTOBYBATUCSA aH/|POT€HM.

. Ha 1m0 moTpi6HO 3BepHYTH yBary npu Bubopi MeHomay-
3a/IbHOI TOpMOHOTeparii y manientok is CAH?

- CrapT MeHoNay3anbHOI TOPMOHA/IbHOI Teparii IpusBOgUTD
mo 3aroctpeHHsa CAH, mo MO>XXHa IOACHUTY 3HMKEHHAM aK-
TUBHOCTI aHI1OTEH3MHIIEPEeTBOPIOBATBHOrO HEPMEHTY, KNI
6epe yuacTp y KaTabonismi Opafukininy, a Takox edexramu
ecTporeHiB i 36inbuieHHAM piBHIB pakropa XII, mpexamikpeiny
Ta OpaauKiHiHy. BukopucTaHHs BITOECTPOreHiB K aIbTepHATIB-
HOTO /1iKyBaHHA IPUIUIMBIB Mifl Yac MeHomay3u B XiHok i3 CAH
3 gedinurom/pucdynkuieo C1-INH He oninioBanu. IIpote 3 or-
JIAAY Ha IXHIO €CTPOTeHHY MIOTY>KHICTD IPU3HAYeHH I LIMX 3aC06iB
y IbOMY BUIIAJIKy He peKOoMeH/[yeThcs. [Iporecrepon i mpore-
CTMHY 3aTHI HONETNTY IPUILINBY I MOXKYTb IIPOIIOHYBATUCS
kinkaM i3 CAH. Tu60m0H, moxifHe HOPMETUITECTOCTEPOHY, L0
BUKOPUCTOBYETLCS TIPU YCKIaJHEHOMY Iepebiry MeHoIaysu,
MO>KHaA [IPU3HAYATI, ajle He B KOMOiHauii 3 faHasomom. Y pasi
CTIVIKMX NMPUIUINBIB i 6€3COHHS MOXKHA 3aCTOCOBYBATH a/IbTep-
HAaTVMBHI HETOPMOHA/IbHI IIpemapari, AK-0T Ce/IeKTHBHI iHribiropn
3BOPOTHOIO 3aXOIUIEHHSI CEPOTOHIHY, IHT16ITOPY 3BOPOTHOTO
3aXOIVIEHH: CEPOTOHIHY i1 HOpajipeHa/liHy Ta KIOHiuH.

CTucna naM’ATKa ANA aKylepiB-riHeKonoriB CTOCOBHO
nauieHToK i3 CAH

CAH - pifKicHNMI1 XpOHIUHWIT PO3/IAJI, AKMIT XapaKTePU3YEThCA
CIOpafMIHUMY, OOMICHMMM Ta BUCHAXX/TMBUMY HallaflaMy Ha-
6psKY, 1110 3a3BUYali € CIOHTAaHHUMM, ajJie MOXKYTb 6yTH CIIPOBO-
KoBaHi (i3NYHOI0 TPaBMOIO, eMOLIiIIHIM CTPecoM ab0 TOPMOHATIb-
HUMM KonyBaHHAMM. CTparterii 1iKyBaHHS BK/IIOYaIOTDh HeraliHe
NIKyBaHHs OKPEMUX HAMAa/iB, JOBTOCTPOKOBY HPOQiTaKTUKY,
KOPOTKOCTPOKOBY IPOQITaKTUKY Iepef HOTEHI[iIIHOW0 HOfi€l0,
sIKa MOXXe MaT! TPUTepHY Ailo, abo KombiHawil 1poro. BariTHicTs
MOTEHIIii1HO MoxXe 3MiHMTH yacToTy HanafiB CAH. 3acrocyBanHsA
pdCI-INH mig yac BariTHOCTI peKOMeHZOBAaHO OCTaHHIMM HacTa-
HoBamu. OcmabreHi aHAPOreHN TPOTUIIOKA3aHi ITif] Yac BariTHOCTI.

ITonoru / micns momoris. BariHanpHi ToOTM € METOIOM BU-
60py, AKMIt Ma€ IpiopuTeT Mepefi KeCapeBUM PO3TIHOM Y SKiHOK
i3 CAH. ITpodinaxtuxa CAH mif yac BariHaIbHMUX MTO/IOTiB He pe-
KOMEeH/JOBaHa SIK PyTVHHA [IPAKTHKa, ajJie MOXe OYTI pO3I/IAHyTa
B II€BHMX BUIIQIKaX 3a/Ie>KHO BiJj 0COOMCTNX YMHHUKIB PUSKKY.
EninypanbHa aHecTesis nmpiopuTeTHa mepey iHTy6ali€lo 3a 1m0-
Tpeby 3MEHIIEHHS PUSNUKY IOTEHIITHO CMEPTENbHOTO HAIIafy
HaOpsKy ropraHi. JlakTaris Moxe 361/IbMINTY YACTOTY HamaiB
CAH; pdCI1-INH pexoMeHIYETbCA KiHKaM, AKi 6aXKaloTb TOLY-
BaTU IPYAbMIL.

Konrpanenuia. KOK mpussogsaTh 10 3arocTpeHHs mepebiry
CAH, romy npoTtunokasani. KonTpanenTusy, 10 MiCTATb TilTbKI
IIPOTeCTVH, MOXXYTb 3MEHLINTY YACTOTY HalafiB.

lidzomysana Onvea lylsaHioK

3a nigTpuMkn TOB «Takena YkpaiHa».
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