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- d bHKd d €HHKA d
npe3unaeHT [0 «YKpaiHCcbKa acouialia NauieHTIB Ha CNafKOBW aHFiOHEBPOTUYHMI HABPAKY

CKnagxoutl gia2hocmuKu cnagkoso2o
dH2I0HeBpOMUYHO20 HABPAKY B pa3l KNIKIMHO20
noniMopadiamy lio2o nposBis

CnapkoBwuii aHrioneBpoTU4HUII Habpak (CAH) - pigkicHe reHeTUYHO-AeTepMiHOBaHe 3aXBOPIOBAHHSA

3 aBTOCOMHO-A0MiHAaHTHMM TMNOM ycnaakyBaHHA. Kniviuna kaptuia CAH xapaktepusyeTbcs nepioguuHuMm
enizogamMm Habpsaky nigwkipHoi abo nigcnusoBoi KNiTKOBUHM 3 6yAb-AKoK0 nokanisauielo (Hakvacriwe
KiHLiBOK), a TaKO)XX HanagaMm iHTEHCUBHOro 6010 B XXMBOTI. B 0CHOBi 3axBOpIOBaHHA NeXUTb MyTalia reHa
SERPING1 (serine protease inhibitor), akuit kogye iHriéitop C1l-ectepasu (C1-INH). HegocratHicTb 6inka
C1-INH npu3BoauTbL f0 BMBiNbHEHHA HaAMIPHOT KiNbKOCTi Npo3ananbHoro Megiaropa 6pagukiHiny, omxe,

! 40 CYTTEBOro 36iNbLIEHHA NPOHMKHOCTI CYAUH i3 PO3BMTKOM eni3oAiB aHrioHeBPOTUYHOro HabpsaKy.

Kniniuna kaptuia CAH yacTto Haragye Taky npu anepriyHux peakuisx, TMM CaMUM [ie30piEHTYIOUM NikapiB
TOAi, KONM 3acToCyBaHHA aHTUricTaMiHHUMX npenapartiB (AlTl), rnokoKopTUKOIRIB Ta agpeHaniHy He Ma€
»opHoro ecpekty. AHanoriyHo roctpuit 6inb y XxuBoTi - we oguH xapaktepHuii cumntom CAH - moxe iMmiTyBaTu
rocTpy XipypriyHy naronoriio Ta CNpMYMHATM HenoTpibHi onepaTuBHi BTpy4aHHa. Yepe3 HU3bKY cneuundivHicTb
CMMNTOMIB i HelOCTaTHIO 06i3HaHICTb WOA0 L€l naTonorii AiarHOCTUKa 3aXBOPIOBAHHA MOXXe 3aTPUMYBATUCA
Ha pecaTtku pokiB. Pa3oM i3 TUM cborogHi € HagiliHi Ta AOCTYNHI AiarHOCTUYHI TeCTH, AKi HafalTb MOX/IMBICTb
3 BUCOKOKO iMOBIpHiCTIO nigTBepAUTH 260 BUKNIIOYMTH Lie 3aXBOPIOBAHHA, a TAK0XX BYACHO PO3MO0YaTH NliKyBaHHS.

CAH ypaskae =1 ocoby Ha Ko>xHi 50 THC.
MOy ALl TaHeTH i 3 OTHAKOBOIO YacTO-
TOIO 3yCTpi4a€eThCsA B YOMOBIKiB Ta JKiHOK,
X04Ya BUPaXKEHICTh 3arOCTpeHb € Oinb-
nroo cepep >)kinouoro HaceneHnHs. CAH
po3mofinAeTbCcs Ha ABa Tunu: I Tum, mo
crocTepiraeTbcs B =85% XBOPUX, Xapak-
TepusyeTbcsa HuU3bkuM pisHeMm CI1-INH,
a IT runy (15% Bunagxis) npuraMaHHa
puchyHknisa pporo 6inka. Obupasa
tunu CAH Buxnukani MmyTanieio resa
SERPINGI.

PosnovyaBimnch y AMTUHCTBI, B MifIiT-
KoBOMY Binji (Haityactimmit Bik febory
CAH) a6o B gopocnoro nauienra, mepio-
AWYHI HaOPSAKYM CYIPOBOLKYBATUMYTh
J10T0 BCe MOfaIbIle XUTT.

YacTtoTa HabpsIKiB MOXKe 3MiHIOBATUCS
BiJl Ki/TbKOX pa3iB Ha TVKJEHb /10 JIeKi/b-
KOX pasiB Ha pik. Tak caMo MOXYTb 3Mi-
HIOBATUCA IXHs IHTEHCUBHICTD Ta JIOKaJli-
3aIis, a 32 BUCOKOI YaCTOTM B NAIli€HTa
MOXKe BMHMKATU BifIyTTs, 1[0 HaOpsK
He 3aKiHYY€ETbCs, a epeTiKae 3 ofHi€el yac-
TWHM TijIa JO iHIIIO].

[TpnurHOI BUHNMKHEHHs HabpsKy
€ IifBNIeHHsI PiBHS OpafuKiHiHY, 3yMOB-
JIeHe TIOPYLIeHHAMH B KaTiKpeiH-KiHiHOBIi1
cuctemi. CAH Hane>XXuThb J0 NepBUHHUX
iMmyHOnediuuTiB, a OTKe, BeleHHA Nalli€H-
TiB i3 miarHocroBaHuM CAH 3piiicHIOIOTH
imynonmorn. Yacrora i TpuBanicTh Hanagis
3anexars Bif piBust Cl-inribiTopa i gacrt-
KOBO — Bijl BiKy IIOYaTKy PO3BUTKY CUMII-
TOMIiB; B =% Bumnagkis cumnromun CAH
MaHiecTyIoTb y Billi 10 5 pokiB. ¥ TakoMy
pasi 3a3Buyal CHOCTEPIraEThCs TAXKIMIL TTe-
peoir 3axBoproBaHHsL. B 6iybiiocti Bunaaxis
nepui nposteu CAH po3sBuBarmTbhCA y Billi
1o 20 pokiB i iy>ke pifiko -y Biuli >40 poKiB.

Tpurepamu 3arocTpeHb MOXYTb OyTH
CTpec, TpaBMa, BTOMa, iHQeKLiliHi mpo-
Iecy, TOpMOHANbHI po3nagu, 3acTocy-
BaHHSA MefukaMeHTiB (iHribitopn ATID,
6eTa-6710KaTOPY, €CTPOTEHM TOIO), OFHAK
y 6araTbox BUIIaJKaX BU3HAYUTU TPUTEP
HEMO>KJIUBO.

Kniniuno B xBopux i3 CAH cniocrepira-
I0TbCA Hellepef6adyBaHi HAOPAKY WIKipy
Ta CIM30BUX OOOIOHOK, SIKi Halyacrie
ypaXkaloTb >XUBIT i KiHIIiBKH, ob6nuuys,
rOpTaHb, CTaTeBi OpTaHM. 3HAYHO piflIe
3yCTpiYaoThCsl «HEBUAMUMI» HAOPsAKY de-
PEBHOI TOPO>XKHMHY 200 IHIINX CIM30BYX.
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KinbKicTb NauieHTiB i3 3a3Ha4eHoi0 NToKanizallielo HabpAKis

Puc. 1. YacToTa nokanisauii HabpAKiB y 27 yKpaiHcbKux nauieHTis i3 CAH npotarom 3 Mic
(33 A3aHUMU NanepoBOro LL0AeHHUK])

3a JaHMMU ONUTYBaHHA 27 yKpaiHChb-
kux naunienTis i3 CAH, =45% ycix Habps-
KiB - Ile HaOpsAKY YepeBHOI MOPOKHIHY
(3a 3 mic Habpsk IIKT cmocrepirann
16 manienTis (puc. 1).

Harmri crioctepeskeHHs 3iCTaBHI 3 laHUMU
MO/TbCBKMX KOJIET, SAKi ITOKa3anm TaKy Jac-
TOTY JIOKaIi3alii HaOpsKiB: XKUBIT — 45%,
20% - pyxu, 15% - obmmyus, 12,5% - rop-
TaHb, 5% - Horu, 2,5% - reHiranii npu
peectpanii HabpAKiB HpOTATOM POKY
B 40 mauientis i3 CAH I ta Il tumnis (puc. 2).

[Tepen po3BUTKOM aHTioefeMu XBOPUIL
MO>XKe BifluyBaTU HPOJpPOMaIbHi CUMII-
TOMM, IK-OT CHJIPHA BTOMa, 61/Ib y CyI/IO-
6ax i M’g3ax, HYJJ0Ta, TACTPOIHTECTMHAIbHI
po3magu, TONOBHUI 6iNb, TPUMTOTOAIOHI
CUMIITOMM, BiT4yTTA OHIMiHHS/IIOKOMIO-
BaHHA B AiNAHLI MaiibyTHBOTO POPMY-
BaHHsI HabpsiKy. bararo nanientis is CAH
nepe6yBalOTh y Jempecii Ta BifuyBaoTh
TPUBOTY, 110, CBOEI Yeproo, MoTipurye
mepebir 3aXBOPIOBAHHS.

OpHiew 3 HalBaXXMMUBiINX mpobiiem,
acouiitoBanux i3 CAH, € Hanapgu Habpsaky
ropraHi. Xo4a emizofgyu HabpAKy ropTasi
CTaHOB/IATDH NMIe ~1% Bif ycix Hanagis,
6nmu3bKo monoBuHM naunienTis i3 CAH
MPOTATOM XUTTA LOHaliMeHIIe 1 pas
Many eni3on HabpsAKy uiel mokamisamii.
Ockinbku emisopu HabpsAKy ropraHi He-
CYTb peaqbHy 3arpo3y >KUTTIO Talli€HTa,
BOHM ITOTPeOYIOTh HETaiiHOTO JiKyBaHHA.
Tomi sixk TocTpi anmepriuni peaxuii abo
aHadimakcis MAIOTh TEHAEHIIIIO O [O-
CATHEHHA MiKy KIiHIYHUX IPOABIB IpO-
TATOM JIeKiTbKOX XBU/IUH TIiCIA BIUINBY

anepreHy, HabpsK TOpTaHi B manieHTiB
i3 CAH po3BuBaeTbcA B cepeHbOMY
HPOTATOM JIeKi/IbKOX TOAVH (X04ua iHKO/N
MOYKe pO3BUBATICA IIPOTATOM KOPOTIIOTO
YaCOBOTO NMPOMIXKY), BIPOLOBX AKNX
i HeoOXifHO BBeCTHM Hpemapar fis IaTo-
THOMOHIYHOI Tepamii (Hanpuknag, yxe
poctynHuit B Ykpaini Cl-iHribitop abo
CBI>)K03aMODPOXXEHY I1JIa3MY B pasi BifiCyT-
Hocri Cl-inribitopa).

Crip 3a3Ha4NTH, 1[0 BIPOJOBK OCTaHHIX
pokiB miarHoctuka CAH B YkpaiHi cTana
moctynHinowo. CborofiHi B HU3Ii IpUBaT-
HUX MabopaTopiil IPOBOAATH BU3HAYEHH
koHumeHTpanii i akTuBHOCTI CI1-INH,
a TakoXX KoHLeHTpanii C4 KOMIIOHeHTa
KOMILJIEMEHTY B CMPOBATIli/InIasMi KpoBi,
IO TIOTPIOHO AJIs1 BCTAHOBJIEHHS [§iarHO3Y
CAH. Oxpim Toro, 'O «Bceykpaincbka
acomiauis gursavoi iMmyHonorii» 6ymo
posnoyaTo npoekT «Ilomupenicts CAH
B YKpaiHi», B paMKaXx sIKOT'O IIPOBOJATHCS
obcresxxeHHs 0ci6 i3 migo3pow Ha CAH,
nmabopaTOpHUIl CKPUHIHT GaTHKIB, fiTel
i pognuis nanientis i3 CAH. Ak nacrni-
IOK, KiJIbKiCTh [JiarHOCTOBaHMX BUIMANKiB
CAH B YxpaiHi 3a ocTaHHi 2 poku 3pocna
Maipxe BABiui. IIpore yacToTa BUAB/IEHHSA
HoBux Bunagkis CAH B YkpaiHi Bce me
3aIMIIAETbCA BKPail HU3bKOKO: CTAHOM Ha
2022 pix nue 80 oci6 B YkpaiHi MaloTh
MigTBepA KeHNI! jiarHO3, X04a OPiEHTOBHO
KiZIbKICTh TaKMX HAI[iEHTIB Ma€ CTAHOBUTH
He MeH11Ie Hix 800.

Jlikapio HeOoOXiZHO BMITHU BifpisHATH
aHrioHeBpoTHuHMIT Habpsak npu CAH Bix
HaOpskiB iHmoi eTionorii (aHadimakcis,

nornan eAXIBLA

N.B. 3abpoacbKa

anepriuna peakuis, iHdeKuiiui ypaxeHHA
IHIKIpY TOLIO), 1110 0COOIMBO CTOCYETHCS Ha-
OpsiKy ropTaHi it abZOMiHaIBHOTO HAOPSIKY.

B pasi mHabpsky roprani BHacIifoK
aHadimakTuyHol peakiii B aHaMHe3]
€ azeprif, a caM HabOpAK CYHNPOBOJKY-
I0Th iHmI KaiHivHi 03HakM aHadimakcii
(3HMIKEHHS TUCKY, OPOHX00OCTPYKTUB-
HUII CUHEPOM, PUHIT, KOH IOHKTUBIT).
ITpu anepriuHoMy aHrioHabpAKy KIiHiYHI
HPOSIBY PO3BUBAIOTHCA IIBUJKO (BiICyTHE
HOBI/IbHE IIPOTPeCyBaHHSI HAOPSIKY IIPOTsI-
rom 3-4 rog, sik npu CAH).

Anepriunmuit aHTioHaOPSIK, OCKiNMbKU
€ ricTaMiHO3a/IeXXHUM, YaCTO CYyIPOBOJ-
KYETBCS 3YIOM, epUTEMOI0, YPTUKapi€ro.

IndexuiitHi Ta aBTOIMYHHI 3axBOpIO-
BaHHS, AKIIO i IPOABIAATLCA aHTiOHA-
6psKOM, MAalOTh BifJIIOBiJHY CYNYTHIO
KJiHIYHY KapTuny. [Jng 6emuxu i ¢er-
MOHU € XapaKTepHNM HaIpy>KeHHA LIKipy,
6i1b, TMXOMaHKa. Y BUIIQIKy CCTEMHOTO
4epBOHOTO BOBYAKA Ji iHIIMX KOJTareHo3iB
HanieHT MOXKe MaTu OOTsKeHUit aHaM-
He3 CUCTEeMHOIO 3aXBOPIOBAaHHA 3MiHM
BiANOBigHMX 1abOpaTOPHUX MOKA3HU-
KiB. TocTpuit KOHTAaKTHUI AepMaTUT
HOB’A3aHMII i3 BIUIMBOM Ha LIKipy MOfipas-
HIOBAJIbHOTO areHTa, XapaKTepu3yeThcs
iHTeHCMBHUM 3yjoM. Igionatudnmui
HabpsIK KanUTKU B [iTell Mae HEBILOMY
€TioNIori10, BTiM, HaOPSIK O6M€>Ky€TbCﬂ BU-
HATKOBO Ji/IAHKOW KanuTku. CMHApOM
MenbkepcoHa — PoseHTans: peluanByo-
it HabpsiK 06nmyys (i TIbKU 06/IMaYs),
peunguBy0O4YMit nepupepudHnii napes
N. facialis i Tpimnmy Ha s3uni; npu CAH
K/TiHIYHI IPOsIBY Pi3HOMAHITHI.

Asroput™ 06CTeXeHHSI MAlli€HTa 3 aH-
riOHEeBPOTUYHUM HaOPAKOM:

* MOJIEKY/ISIPHA a7IepTOAiarHOCTHUKA;

« 6aKTepianpHi MOCiBYU, 0COOIMBO 3a Ha-
SIBHOCTI TMXOMaHKM i 607110 B ropiti;

« BU3HAUEHHS KOHI[eHTpalii Tupeoin-
HMX TOPMOHIB;

* BI3HAYEHH KOHIIeHTpallii Ta QyHKuUii
inribiropa Cl-ecrepasu i C3 Ta C4 xomIo-
HEeHTiB KOMIIJIEMEHTY;

leniTanii
2,5%

HusiT 45%

06nmuya
15%

Puc. 2. Nokanisauia HabpAakis y 40 navjiexTis
33 1 piK (33 agaHumMu npodecopa 06Tynosuy, MonbLua)

Ne 18-19 (535-536) 2022 p.



norngag ®AXisus

o IOCTIJKEHHA Kaly Ha AN Te/lbMiH-
TiB 1 Tapa3uTiB;

* 3aTaJIBHMII aHaJIi3 KPOBi 3 popmyIoo,
usHayeHHaM IIIOE, AHA (ocob6mmBo SKimo
B Halli€HTa € apTpuT abo iHII 03HAKY I1-
(y3sHUX 3aXBOPIOBaHb CIIONTYYHOI TKAHWHN).

PenyiuByrodi HaOpsKWY, 1110 CBigYaTh PO
BICOKY iMoBipHicTh CAH, MaoTh TUIIOBI
XapaKTepUCTUKN: aCUMETPUYHICTD, BiICYT-
HicTb cBepbexy, fedirypanis HabpsakIol
YacTVHM Tina (Hail4acTillle CIIOTBOPEHHS
0061144s), BUCOKA I[iNbHICTD HAOPAKY,
BiICYTHICTb KPONMBAHKM, YiTKOTO 3BA3KY
3 ajlepreHoM, CiMellHa icTopisl CX0XKOro
3aXBOPIOBAHH:A, HAOPAKY IOBITBHO IIPO-
XOnATh (HAOPAKY MiZUIKIPHOT KIIITKOBUHM
perpecyoTh yIponoBx 2-5 IHiB, y pasi 10-
Kasizanil HabpsAKy B YepeBHill HOPOXXHIHI
XapakTepHi abOMiHa/IbHI CUMIITOMY, SIKi
perpecyoTb BposoBx 12-24 rop), Bif-
cyTHs abo cyMmHiBHa Bignosigp Ha ATTI
/1 KOPTUKOCTEPOIAN, HAsIBHICTD Mepiofny-
HuX 0e3IpUYNHHIX HaMafiiB abIOMiHa/Ib-
HOTO OOJII0 3 JUTAYOTO BiKY.

Y Bunajky abfoMiHanbHOI ToKasisanii
HaOpsAK Ay>Xe OONMICHNIL, PO3IUpPaOYNil
3cepenHu. Y 3B’I3KYy 3 HAaKONMYEHHAM
BE/IMKOI KiIbKOCTi pifMHM Yy 4epeBHIiit
HOPO>KHUHI )KMBIT MOXe 301/IbIIyBaTICA
B JIeKi/IbKa pasiB, 1110 3aIPOXKy€ PO3BUTKOM
rinoponemiyHoro moky. Ilanientn cmo-
CTepiraloTh BUpPaXXeHUIt Oinb y JinAHII
cepus, 3a IPyAMHOIO, B YepeBHiil Io-
POXHMHI, BHU3Y XMBOTa (3a7I€>KHO Bif
nokanisanii HabpsKy). Habpsixu yepeBHOl
MOPOXXHIMHY HAJIEKATDh 0 TSKKUX depes
3HAYHU BIUIUB Ha SIKiCTb KUTTS Malli€H-
tiB. Yepes cunbHMIt posnuparounit 6inbp
[alieHTN He MAYTh Ha poOOTY 4M Ha Ha-
BYaHHS, JIe[b IePeCyBalOTbCsA KBAPTUPOIO
Ta 4aCTO He MOXKYTb 3pOOMTY HaBiTb Kijlb-
KOX KPOKIiB.

IHTeHCcHBHUIL 611 Y )KMBOTI, IKUII PO3-
BUBAETHhCI B ~93% maiienris i3 CAH,
MO>Ke iMiTyBaTy rocTpy Xipypriuny naro-
TIOTiI0 Ta HAaBiTh CTaTU IPUYNHOIO IPOBE-
IeHHs OIlepaTHBHUX BTPY4aHb; OIM3bKO
25% XBOpUX O MOMEHTY BCTaHOB/IEHHSA
piarnosy CAH nepeHocATh onepaTuBHI
BTPY4YaHHs, IIOBAI3aHi i3 CMIBHUM abf0-
MiHanbHUM 6omeM. OKpiM BUPaXeHOTO
abmomiHanbHOTO 60710, HAamaj MOXe 3Y-
MOBUTHU HYZOTY, OTTI0BaHHS, fiapero. Tpu-
BaJicTh 600 3a3BMYAll CTAHOBUTD BiJ
2 o 4 guis. [Ipy Takux Hanmagax KIiHIYHO
BaXkko gudepennitoBaru CAH i3 rocrporo
XipyprivHOIO IATOJIOTIEN, afXKe IMMaTOTHO-
moHiuHi 3miHn opranis IIKT npu npomy
3aXBOPIOBaHHI BifICYTHI. YTiM, [ieAKi aB-
TOPM ONMUCYIOTh TaKi 3MiHM B 4ePEBHiN
[IOPOXXHUHI Iif 9ac abgomiHampHOrO Ha-
nagy CAH: HaABHICTb Bi/IbHOI pifiuHK Ta
MIOTOBI€HHA CTIHOK KMIIEYHMKY 32 Jja-
Humu Y3]J ta KT. Takox crmip 3sBepHyTH
yBary Ha Bi[ICYTHICTb iCTOTHUX BiIXM/IEeHb
y CTaH[apTHUX Tab0paTOPHMX aHaIi3ax
nig yac Harmagy CAH i, mo gy>ke Ba>k/IuBo,
cimeliHNIT aHaMHe3 HOIOHUX pelNNBY-
0YMX KIiHIYHUX CUMIITOMIB i3 OSABOIO
HepiofMYHUX HaOPsAKiB iHIIOI ToKai3aLjl.

KJIIHIYHUW BUNAOK

S — S
IIpepcTaBnennit KIiHIYHUI BUIIAfOK
4oj10BiKa BikoM 40 pokiB (BilicbKOBOCTYX-
60Bellb) Bifipi3HAETHCSA HETUIIOBUMU IPO-
sapamyu CAH. Yepes Te mo «BUANMI» Ha-
Opsiku wKipu (KiHLIIBOK, 06/1M44st i HaBiTh
rOpTaHi) B XBOPOTO BUHMKAIU BKPAil PiKO
(1-2 Habpsiku Ha piK, micns ¢i3ngHOI po-
6011, nepesromu, Ha T/1i I'PBI uu roctporo
TOH3WJIITY), II0/J0 HUX IalliEHT He 3Bep-
TaBCA IO MeMYHY JJOIOMOTY, a iHKOIu
3BepTaBCA 10 NiKaps yepe3 nepiofuyHi
6011 B XMBOTI piXXydoro xapakrepy,

300pQB YKpaiHu

Tabnuua. PesynbTatu aHanisy, wo nigreepguaun CAH | tuny

HasBa pgocnigmeHHs g:ﬂ:("(:) [oHbKa CuH Pe¢e|;::‘:;:i 2Hay
OakTop KomnneMeHTy C4 <0,08r/n <0,08r/n 0,19r/n 0,12-0,36 r/n
IHri6iTop C1-ecTepasu (KoHLeHTpaLin) 0,07 r/n 0,06 r/n 0,26 r/n 0,16-0,33r/n
IHri6iTop C1-ecTepasn (@KTUBHICTb) 24% 31% 115% 70-130%
Komexapi BeinoKasHuku | BcinoKasHukyu | BcimoKasHMKkm
3HWIKEH 3HVKEH B HOpMi

IHTeHCUBHI, 1J0 YaCTO CyIIPOBOIKYBAIUCA
O/MI0BaHHAM i HyOTOI0, METEOPU3MOM, Jie-
dbopmarii€ro cTiHKM YepeBHOI TOPOXKHMHI
Ta TypOyBamm Jioro 3 mybepTaTHOrO BiKy
(13 pokiB). Taki 605i HemoKoINMK maiieHTa
JoCUTb YacTo (2-4 p/Mic) i gy>xe 3aBaxkasnu
HecTH BilicbKoBY cmy>x6y. [Tanient Heon-
HOPa30BO MYCUB 3BepTAaTUCS IO HOIIOMOTY
IO TaCTPOEHTEPOJIOTa, afl>Ke IIPUItOM 3He-
6onmoBanbaux, AI'Tl, cmasMoniTu4HUX
npenapariB He 6yB epexTuBHMM. [1ix gac
HeTaabHIiIOro 06CTeXXeHHsA CIOCTepi-
raBcs MosuTUBHUIL TecT Ha Helicobacter
pylori, Ha OCHOB] SIKOTO 6y/I0 BCTAHOB/ICHO
IiarHO3 epUTEeMaTO3HOI TaCTPOA YO eHO-
narii. 3rofom 6y1a poBefieHa BifTIOBifHA
epapukaliHa Tepamnisa. YacroTa 3aro-
CTpeHb Jelo 3HU3NIACA, BTiM, Ije Majo
BIUIVHYJ/IO Ha Iepebir Ta iHTeHCUBHICTD
60/IbOBOTO CIHIPOMY.

ITig gac ¢ibporacTponyoseHOCKOMIT
(®I'IC) momo mojanbUIOro Hamajy ro-
CTpOro 6OJII0 B XXUBOTI, MTYHKY Oy/I0 BU-
SIBJIEHO HAOPSIK C/IM30BOI, 3MEHILIeHH IIe-
PUCTANbTUKY Ta 3HAYHY KI/IBKICTb pifyHN
y LUTyHKY — 500 M1 (32 HopMu HaTIie — 50-
100 m1), 1110 3TO{OM HALITOBXHYJIO JIiKaps-
racCTpOEHTEepOJIOTa Ha AYMKY IIPOBECTH
cnpAMoBany jiarnoctuky CAH.

OTpumaHi pesynbTaTu NiATBepAUIN
CAH I tuny (tabmn.).

ITopiBHIOIOYM JIOKa/i3aLilo0 1 4aCTOTY
HaOpsAKiB y 1bOro Hali€HTa HPOTATOM
POKY 3i CTATUCTUYHIMMY JAHVMIY, MOXEMO
BiIMITUTM CYTT€BY pisHUII0. Y XBOPOTO
IpeBaTI0IOTh (BUHMKAITD Maiixe Ha 50%
yacTille) HAOPAKYU YePEeBHOI IOPOXHIHN
(85%), sIKi CyIpPOBOMXYIOTD TSDKKUI Iie-
pe6ir CAH. Habpsxu pyxk, Hir Ta 06nmnvus
MaIOTb MicIle 3Ha4YHO pipiie — B 5% Bu-
HafiKiB KOXKHOI i3 IIUX JI0Ka/lisaliii, ToMy
BCTaHOBUTH JIiarHO3 OYJI0 HA/ITO CK/IaJHO.

Jly>ke BaXX/MBe CIIOCTEpeXEeHH S NPo-
BeJIV Hallli TTO/TbChKi Kojiern B 40 MMaIfieHTiB
i3 CAH mip yac abomMiHaIpHOrO Hamaxy.
ITanieHTaM NpOBOAMAN YIBTPAa3BYKOBY
miarnHoctuky (Y3]l) opraniB yepeBHOI
IOPOXXHMHY Ta MajJioTO Ta3a NHPOTATOM
nepumux 6 rof Mmic/is Bifj IOYaTKy Hamagy
Ta IOBTOPIOBA/IN Lii JOCIA>KEHH A IifL Jac
pemicii.

KpiMm Toro, 3a HasABHOCTi rocTpux ab-
OOMiHaJIbHUX CUMIITOMIB BOHU BUKOHY-
BanM KoMII'loTepHY ToMorpadiro (KT)
OpraHiB YepeBHOI IIOPOXXHMHY Ta Maloro
tasa (23 sunapgku). OTpuMaHi pesynbTaTn
Y31l ta KT cBiguaTh npo TpaH3UTOPHY
HaABHICTb 3HAYHOI KiZIbKOCTI Bi/lIbHOI pi-
OVHY B YePEBHil MOPOXKHMHI Ta HabpsAK
KMIIEYHYUKY IiJl Yac IporpecyBaHH:A ab-
MOMIiHAJIbHUX CUMIITOMIB i CIIOHTaHHe
3HMKHEHHS HaOpAKY HiC/IsA MOKpalleHHs
CTaHy Malli€eHTiB.

Cxoxy kaptuay HaOpsaky IIKT mu cno-
crepirany i npu Buxko”anHi Y3, ®IJIC mip
yac pO3BUTKY O0/IbOBOTO CUHAPOMY, O/I10-
BaHH:A: «[IInyHOK MicTuTB Hatie fo 500 M
cekpeTopHoi piguHu. CnusoBa 06010HKa
IUTYHKA i ABaHAJIATUIIAIOI KNIIKY BO-
THUILEBO-TinepeMoBaHa. [lepucranbruka
3MeHIIeHa. CKIafIKU BUPayKeHi».

Cnipg 3a3HAYMTU, MO aHTUXENTiKO-
O6akTepHa Tepamis copusia MeBHOMY
NOKpAaIeHHI0O CAaMONOYYTTA MaljieHTa

i 3MeHIIIeHHA 4acTOTU Ta IHTEHCUBHO-
cri Hamapgis. Ile 36iraerbcd 3 gocimin-
)KeHHAM 65 xBopux i3 CAH yropcbkoro
LEeHTPY 3eMMeNbBENCbKOIO YHiBEPCU-
tery. HaykoB1ji npojeMOHCTpyBany, 10
ycminrHa epagukanis Helicobacter pylori
CYHpPOBOJXYETHCA 3HAYHUM 3MEH-
HIeHHAM KiZIbKOCTi HamajiB y Malji€H-
tiB i3 CAH. OTxe, CKpMHIiHT XBOpUX
i3 CAH na indexkuito Helicobacter pylori
€ BUIIPaBJaHNM, OCKiZIbKM epafiuKanis
Helicobacter pylori MmoXe CIpUYMHUTH
HOMITHe 3MEHIIEeHH A TAXKOCTI Iepebiry
3aXBOPIOBAHHA.

Hanapgu abmomiHanbHOro 60110 B Ha-
moro narjiedTa 3gebinpiroro 6y Buco-
KOI IHTEHCMBHOCTI Ta 3MYIIyBaau Ipo-
BOIMUTHU B JIDKKY JleKizbka gHiB. OnucaHa
TSKKICTh IIPOABIB CUMIITOMIB KOPENIIOE
3 DOCHiMXeHHAM Himenbkoro Llenrtpy
i3 CAH, e peTpocneKTuUBHO clocTepi-
raau 3araaoMm 33 671 abmomiHanbHUI
Hanap y 153 nanientis i3 CAH. Ilixg gac
aHaJIi3y CUMIITOMIB, epebiry, 4acToTH Ha-
HafiB Ta yCKIafHeHb 6y/I0 BUABJICHO, 110
CHiBBITHOLIEHHA TETKUX, CEPENHIX, TAXK-
KMX HamafiB craHoBuio 1:1,4:5,6. O1xe,
6inpiicTp a0KOMiHATBHUX HANAfiB HPU
CAH MaoTb TSDKKMIL IIepebir, IpU3BOAATD
70 TMMYacoBOi BTpaTy Ipale3laTHOCTI
Ta CyTTEBO 3HMKYIOTDb AKIiCTb XXUTTA. Po-
3yMiHHA TOro, o Habpsaku KT y 6inb-
IIOCTi BUITAAKIB TSXKKi, MOXXe JOITOMOTTI
B paHHbOMY PO3Ii3HaBaHHi HaIIay Ta IIO-
KpaIINMTH K/IiHiYHE JTIKyBaHHA.

ITicnsa BcraHoBneHHA fiarHosy CAH
Oynu o6cTexXeHi NiTH MalieHTa; B CTapIIol
moubk (17 poKiB) MiATBEPAKEHO [{iarHO3
CIIaiKoBOTrO aHrioHabpsaKy I Tumy, xoua
ii TypOyloTh HepioguvHO Tinbku 6oii
IIKT, sxi poguHa now’si3yBana 3 mepio-
OMYHVMM 6ONIAMMU Iepel MeHCTpYyalli€o;
HaOpsKiB IIKipu 1ie He 6y710.

CaMe 3 HabOpsIKiB YepeBHOI TOPOXKHIHN
MO>X€ PO3MOYMHATUCSA 3aXBOPIOBAHHA
B fIiTell, CYIPOBOIKYIOUUCD OOISAMM IIPO-
TATOM JEKiNbKOX JHiB. IMiTy0uM KIiHiKy
TOCTPOTO XMBOTA, MAI[i€HTU MOXYTb IO-
TPalMTH Ha OIEepalifiHuMI CTiJ i3 JiarHO-
30M alleHJMIUTY, HENPOXiJHOCTI KMIEd-
HUKY Ta iHIIMMMA 3aXBOPIOBAHHAMY, 1[0
HOTpeOyITh HeBiTKIafHOI XipypriuHoi
monoMoru. TakoX 9acTo BCTAaHOBIIOIOTD
MOMMJIKOBI JIialHO3Y TaKMX IacTPOEHTe-
POJIOTiYHUX 3aXBOPIOBAHb, K HENEPEHO-
CUMICTD ITTIOTEHY, TaKTO3Ha HEJOCTAT-
HICTb, I'eIbMiHTO3M, xeniKo6aKTepHa iH-
¢ex1is, mo NpU3BOAUTH O IOAAIBLIOTO
TPUBAJIOTO 71 Hee()eKTMBHOTO JIiKyBaHH.

ITamienTy MOXXYTbh pOKaMM IpPUIIMATH
HermoTpiOHi iM nikapchbki 3acobu Maibxe
6e3 xopHOTO edexTy (dactiie 3HEOOMIO-
BaJIbHI, ctasMonituuni, AI'Tl Ta riroxo-
KOPTUKOIAM).

bararo pokiB KOHCY/NbTYI04M, HiATPU-
MYI0uH, OIiKYy04MCch nanienTamu i3 CAH,
TOBOAMJIOCS 4aCTO MAaTHU CIIPaBy 3, TaK 6K
MOBHUTH, 6aiiyXKICTIO MalL{iEHTa KO CBOTO
CTaHy, CBOEI XBOPOOH, sIKa POOUTH JIIOAVHY
3aMKHEHOIO Y CBOEMY CepeloBUIILi, JacTo —
0e3 Ha/IeXXHOTO PO3YMiHHA Ta MiATPUMKY
3 60Ky popuHM J1 oToYeHHA. Cepeli XBOpUX
€ 6araTo caMOTHIX JIIofielt, AKi IepexxuIn
CMepTh HaOMMK4YMX pofndiB (6aTbka,

Mmarepi, 6para, cecTpy ab0 HaBiTh BIaCHOI
IVITUHIL).

Tpusanuit 4yac y cBiTi He icHyBano
eeKTUBHUX IpenapaTiB [/ MTiKyBaHHA
CAH. I egnHOI0 MOXX/TUBICTIO IOTIOMOTTH
nalieHTaM Oy/I0 3aCTOCYBaHHS CBiXK03a-
MOPO>KEHOI IJIa3MM, OJHAK TaKMI MifXif
aCOLII0ETHCA 3 PU3KOM BipyCHOI KOHTaMi-
Halii Ta MOCUJIEHHAM TSXKKOCTI Hamapny.
Iepmnm mpenapaToM, CXBajieHUM YIIpaB-
JiHHAM 3 KOHTPOJIIO 3a AKICTIO IPOAYKTiB
Xap4yBaHH: Ta TiKapcbkux 3acobis (FDA)
nns nikysanHa CAH, cras iHribirop
Cl-ecTepasyu IIa3MOBOTO MOXOKEHHS
IS BHYTPilIHbOBEHHOTO BBE€JE€HHA.
CroropHi 1jeit mpenapaT FOCTYIHUI i 715
yKpaiHcbkux nanientis is CAH, mo y Bu-
HajKy BYACHOI [JiaTHOCTUKM MOXE CYT-
TEBO 3MIHUTU SAKICTh XUTTS Ta OO
Ttakux nwogen. [Ipenapat gossonge XBo-
PUM XUTK 6e3 IMOCTITHOTO O4iKyBaHHA
HOBOT'O Hallajy, HaZla€ MO>X/IMBICTh Bi/IbHO
IUIaHYBAaTy CBOE IepeMillleHHs abo 3Ha-
XoauTHCA (3a MOTpebu) B JOBrOTPUBAIiN
130711111, 110 B Yacy BiMIHU 3 KOXKHUM JJHEM
CTa€ aKTya/JbHILIMM.

BMCHOBKMU
B a—

» Uepes pisHy nokanisanio HaOpsAKy
nif yac Hanagy CAH e 3Ha4Hi TpyngHOLIi
B pudepeHiiiHi JiaTHOCTUI IIHOTO 3a-
XBOPIOBAHHS.

o PerpupimBytodi HabpsAKY pi3HOI MoOKaIi-
3anii, mo He pearyioTb Ha AI'll Ta rnro-
KOKOPTUKOIZYM, MOXYTb OyTU IPOABOM
CAH i npuBopoM s 00CTe>XXeHHS CTaHy
cucteMn koMiieMeHTy (piBeHb C4, piBeHb
i1 ¢pyukuis Cl-iHribiTopa).

o A6mominanpHi Hamagu CAH Bigpis-
HsI€ BiJf iHIIVX TOCTPUX CTAaHiB HAsIBHICTD
BiZIbHOI PIIVHY B YepeBHIil NOPOXHUHI
Ta IOTOBLIEHHA CTIHOK KMIIEYHUKY Ha T
BIJICYTHOCTI BUPa>Ke€HNX 3MiH y CTaHIapT-
HUX TabOpaTOPHMX aHATi3ax.

» B VkpaiHi icHye Ta po3BUBa€ETHCA CU-
cTeMa iarHOCTUKM i 3a0e3nedeHHs MiKy-
BaHHAM nanienTiB i3 CAH.

o« CAH 3a erionorieo € nepBMHHUM
iMmyHOfeinMTOM 3 ypaXkeHHAM CUCTEMMU
KOMIUIEMEHTY. ToMy y BUIIAAKY Hifo3pn
Ha CAH npoxoHcynbTyliTe nanienTa
B iMyHoIOTA.

B a—

Nliteparypa

1. Richard G. Gower WAQ Journal 2011; 4: S9-S21.

2. Maurer M. et al. Allergy. 2018: doi:10.1111/all.1338.

3. XasHtokos 0.0., TawwnHoBa K.10., €scTirnees I.B.,
[unTAaTKOBCHKA €.M., Eryaina €.[1., Kpasuenko O.1.,
Xmenb 0.C. IMyHogediUNTHI CTaHW y KNIHIYHIA NpaKkTu:
HaBuanbHuit NoCiGHUK ANA NPAKTUYHWX 3aHATH Ta CaMo-
CTiiHoi poboTw. — [Hinpo: 2019 p. ISBN.

4. KniHiYHa oUiHKa, AlarHOCTMYHE Ta NPOrHOCTUYHE
3HaYeHHA pe3ynbTaTiB nabopaTopHUX AOCAIAMKEHD,
Katepenuyk L1, 2019 p.

5. Abdominal and pelvic imaging in the diagnosis
of acute abdominal attacks in patients with hereditary
angioedema due to Cl-inhibitor deficiency Piotr
Obtutowicz 1, Marcin Stobiecki 2 3, Wojciech Dyga
2 3, Aldona Juchacz 4, Tadeusz Popiela 1 5, Krystyna
Obtutowicz 2 32022 Aug; 39 (4): 749-756.doi: 10.5114/
ada.2021.108438. Epub 2021 Aug 1.

6. Helicobacter pylori infection as a triggering factor
of attacks in patients with hereditary angioedema. Beata
Visy, George Fust, Anette Bygum. PMID:17493006DOl:
10.1111/j.1523-5378.2007.00501.x.

7. Bork K., Staubach P., Eckardt A.J., Hardt ). CumnTomu,
nepebir Ta yCKNaAHeHHA abaoMiHaNbHUX Hanaais npw
CNafKOBOMY aHriOHeBPOTUYHOMY HabpAKY BHACAILOK
nediunty iHriitopa C1. Am ) Gastroenterol. 2006 piK;
101:619-627.

3a nigTpumkn TOB «Takefda YkpaiHa».
VV-MEDMAT-80023

(4 ]
33




