OP®AHHI XBOPOBU

HA 3AMITKY NIKAPIO

AGgoMinanbhuii GonboBuii cungpoM:
o o6’cuHYE Xipyp2ie ma iMyHonozia?

9-10 TpaBHA YKpaiHCbKOI akafeMi€elo xipyprii 6yno npoBegeHo HayKoBO-NpPaKTUYHY KoHdepeHuilo «MynbTuaucuuniHapHuii nigxig y nikysaHHi
XipypriuHoro xsoporo - BuMoru Yacy». [lekinbka aonoBigeit 4acTKoBo a60 NOBHICTIO NpUCBAYYBanuca pigkicHii, ane Hag3BUYaKHO CKNAAHIN
ANA KNiHiYHOT AiarHOCTUKM naTonorii - cnaaKoBOMy aHrioHeBpoTU4YHOMY Habpsaky (CAH).

BinkpuB HayKoBO-IIpaKTHYHY KoH(epeHIliio mpode-
cop kadenpu xipyprii Ne 2 JIpBiBcbKOT0 Hauio-
HA/NTbHOTO MEAMYHOTO YHiBepcuTeTy imM. [JaHuma
Tanunbkoro, fokTop MepmuHux Hayk IOpiit
Tni6osir Oper i3 5ONOBIA0, IPUCBAYEHIIT pifKic-
HIM IIpIIMHAM aGIOMIHAIBHOTO 607TIO.

Hacammepen cmikep Harajas Ipo mosa-
abgoMiHaNbHI Ta MO3apeTponepuTOHeanbHi
IpranHY abFOMIHATBHOTO 600, @ TAKOX 3a3Ha-
YYB, IO iX MOKHA PO3MOJINNTI Ha TaKi rpymu:

() xappioBacKyNSpHi — TOCTPHUII KOPOHAPHMIT CUHEPOM, EHJOKAPANT,
TIepUKAPANT, PO3LUIAPYBAHHA A0PTI;

() pecnipaTopHi - THeBMOHis, I/IEBPUT, EMITiEMA, THEBMOTOPAKC,
JIeTeHeBMit eMOOTi3M;

() 3aXBOpIOBaHHA CTPABOXOAY — PO3PUB CTPABOXOAY, KAPKiOCTIasM,
e3odarir;

CAH - pigKricHa npuumHa a6/

() M’230BO-CKeIeTHI ~ PaUKY/IONATi, CIiHA/IbHA Ty X/INHA, CIiHA/Ib-
HMI1 OCTE0APTPUT, OCTEOMIETIIT TOIIO0;

G) [IaX0Ba [i/IAHKA, MICKA — HATAT CIM AHOTO KaHATHKA, eI UAMMIT,
reMopoii, aHa/TbHA TPilliHa;

() cucremui remaTonoriuni, anepriuHi 3aXBOPOBaHHA Ta KONATEHO3M,
BT.4. CAH;

@) enpoxpuHHi naTornorii - rocTpa HaiHMPKOBA HEJJOCTATHICTb, IOP-
Oipis, giabeTndHMIT KETOALNTIO3 TOLIO;

() ixwi marororii - a6gomiHanbHa erminerncis, a0FOMiHaTbHA MirPEHb,
TiHEKOJIOTiYHa MaToIOTi .

OxpeMmo fomoBifjad synuuuBcs came Ha nmuranHi CAH Ak npuunni
abmominanbHOrO 60710, a TaKoX Haragas, mo CAH e pigxicuoro Bpop-
JKEHOI0 ITATONMOTI€I0 3 aBTOCOMHO-JOMiHAHTHMM THUIIOM CIIafIKyBaHHA.
B ii ocHOBI 1eXxuTb HepocTaTHicTb UK nopyenHs Gpyukuii Cl-inribiropa
(C1-INH). Hamagu CAH cynpoBomxyioThcsa CyOMyKO3HIM HAabPSAKOM
BHYTpIIIHIX OpraHiB, a abgoMiHa/IbHa CUMITOMATIKA, LII0 IPOSB/IETHCS

bHOro 6osnio

HaIlaJaMJ FOCTPOTO UM PeLUANBYBATbHOTO 6OITIO, MOYKe CIIOCTEPIraTHCs
B 90% TIaIlieHTiB i 4aCTO 3yMOB/TIOE HENPaBIU/IbHE BCTAHOB/IEHHS JIiarHO3y
Ta HeBUIpaBAaHi xipypriuui Brpydanns (Obul'owicz P. et al., 2022).

Tlo xapakrepuux ocobmusocreit 6omo npu CAH Hanexxuts Te, mo
611b JocATae CBOTO MIKY IPOTATOM JEKiZIbKOX FOAMH i TpuBae 6/M13bKO
1001 3 IOCTYIOBIMM 3MEHIIEHHSIM YIPOJOBXK 2-3 FHIB (3a crermditHoro
MiKyBaHHA perpecye yepes feKinbka rogus). Jlyxe 4acto 6i1b cympo-
BOJKYETbCA HYJOTOW Ta OmoBaHHAM (85% BuIafkis), Aiapeeto (45%
BUNAJKIB) i 3MyTTAM XuBOTa (75% BUNAZKIB).

FOpiit I'ni6oBuy 3a3Ha4MB, 1110 OCHOBHI JOCTI/KEHH i ac AiarHoc-
iKY abpoMinanbHoi popmut CAH - conorpadis Ta KOMITIOTepHA TOMO-
rpadis, 3a pesynbraramu AKX y 80-90% XBOPMX MOXKHA CIIOCTepiraTu
HasIBHICTD BIIbHOI pifyHM (TOMOTEHHA Ta HU3bKOEXOTEHHA) B YePEBHiit
nopoxxHuHi. Kpim Toro, mpu 30% obcrexxens 3a CAH BusBnserbcs
CerMeHTAPHIIT HaOPSK CTIHKM KMIIKI: HA9acTille roJ0fAHOI, 3TOfOM
- K7Iy60BOi, IBAHAAISATUIANOL Ta TOBCTOL

Csow momoBins moxo CAH
TAKOX IIPEfiCTABM/IA JOLEHT
Kadenpu KTiHiYHOI iMyHOIO-
rii Ta amepronorii JIpBiB-
CHKOTO HAI[iOHATBHOTO Me-
AMYHOTO YHiBepCUTETY
im. JTanuma l'annupkoro, exc-
nepT 3 MUTaHb iMYHONOTii
JlemapTaMeHTy OXOPOHM 370-
poB’st JIbBiBCbKOI 007acHOT ep>KaBHOI afMiHicTpa-
nii, KaHEMAAT MeAMYHUX HAayK XPUCTHMHA
Onekcanppisna Jlimyk-SxumoBiy, koTpa posmo-
Bima, o CAH 3a kmacubikarieio € mepBUHHIM IMyHO-
mediunToM, KMt po3BUBAETHCS BHACTIZOK Aedi-
unty uu pucoynkuii C1-INH (tumnis I ta IT Bigmo-
BizgHO). Le pinkicHa aBTOCOMHO-OMiHAHTHA TeHETHYHA
XBOP06a, 1[0 XapaKTePU3YEThCS TIOBTOPHUMMU eI1i30-
namu 6pauKiHiH-0moCepeNKOBaHNX HAOPAKIB Mif-
WKIpHKX a60 mifcy3oBux TKaHuH (Zanichelli A. etal,,
2018). B ycvomy cBiti CAH ypaxae 1 moguny
Ha 50-150 Tuc. Hace/lleHHS; BiH 3 OTHAKOBOIO YaCTOTOIO
3yCTpiYa€TbCA B 907M0BIKiB i xinok. Hamagu CAH y ce-
PenHbOMY TPUBAKOTh 3 [iHi, a {XHA TAXKKICTD i 4acToTa
€ [y)Xe Bapiabe/bHIMIL.

-} o ocobnuBocreit Habpskis mpu CAH

Ha/IeKaTb:

(D 06MexeHHS IO ypaskeHHS;

0 IIi/TbHAa KOHCUCTEHIIiS;

) 6inysare sabapBnenms;

(@) 6omodicTb 3 BiAYYTTAM POSIUPAHHS;

@ sincyTHicTb cBepOEXY;

@ Maifxe HiKONM He IIOBSI3aHuil i3 KPOINUB STHKOIO;

(@) xapakTepHa HasIBHICTb MepeNBiCHUKIB (TpeM-
TiHHS, IOKO/MIOBAHH, CTabKiCTh, po36UTICTD, Map-
MYpOBICTb WIKipn);

() noBinbHe HapOCTAHHA HAOPSKIB;

©) BincyTHilt perpec HabpAKiB Tif| Yac BBefleHHA
AHTUTICTAMIHHMX NpenapariB, KOPTUKOCTEPOifiB,
afipeHainy.

Haitgacrinre HabpsiK BUHMKAE Y BinAHKax 06y,
ry6, KUCTeIl PYK, CTOII, TeHiTaill, MIyHKa, KMIIed-
HIUKY, CE40BOT0 Mixypa (caMe Iji Halafy CIpUYMHS-
10Tb iHTEHCHBHUII 6171b, HyOTY, G/MI0BaHH: €3 ra-
PsUKH 1 TPUBAOTH >24 rog) (puc.). CmocTepiraoTbes
HaOpsKM i B [iNAHLI BEPXHIX JUXa/MbHUX LITAXIB,
y T. 4. y Topmi, ropTaHi Ta Ha A3uni. Taki Bumagkm
NOTPe6YIOTh HeBifKIafHOI peaHiMalliliHOI JOOMOTL.

BucHOBKM

CAH - pigricHa Heb6e3n

2% 5o

06nmyua

M usit

B Pyku

Moptane M Horn M TeniTanii

Puc. NowwnpeHicTb HabpaKy npu CAH 3anexHo
Bif AinAHKM Tina (Rubinstein E. et al., 2014)

A6pomiHanbHi Hanaau CAH

INarienTn is CAH gacTo 3BepTatoThcs o BifiTeHHA
HeBifKmagHOI Teparii, ampke B >90% ocib 3 emisogamu
LIKIPHOTO aHTiOHAOPAKY TAKOXK BUHIKAIOTh PELMMBY-
Ba/IbHI HAOPSKM CNM30BOI 0OOIOHKM TPABHOIO TPAKTY,
AKi IPOBOKYIOTH CHIBHII a00MIHATBHILI O1/Tb, MOXKYTh
imityBaty Hamap anenmuuuty (Circadi M. et al,, 2014).
AHrioHabpsK c1130BOI 060MIOHKM Ta CTIHOK KMIiey-
HUKY CIIPUYMHAE TIOTOBLIEHHA CTiHOK, 3MEHILEHHS 110T0
IPOCBITY, GOPMyI0UN KIHIYHY KAPTUHY KULIKOBOI He-
TPOXiHOCT, SIKA CYIIPOBOMKYETHCS O/MIOBAHHAM i IIpo-
HocoM. ExcTpaBasatist pituu 0 cepo3HIX 060/I0HOK
3YMOBJIIO€ PELVVBYBAIbHII ACIIUT, KNIt MIHA€ CTIOH-
tanHo (Valerieva A. et al., 2018).

Habpsxu opraHiB TpaBHOTO TPAKTy CIPUYMHA-
I0Tb TaKMIt CHIbHMIL O1/Ib i BUpasKeHi CYMyTHI cUMII-
TOMI, 1[0 iMIiTYIOTb TOCTPUIL XKUBIT, @ TAKOXK CTalOTh
NPUYMHOKI HemoTpibHuUX mamaporoMiit (Aabom A.
etal, 2017). Came Tomy CAH Mae BXOZUTHU [O PYTHH-
HOTO N/IaHy AudepeHLiiiHol JIarHOCTUKY peluau-
BYBA/IbHOTO a6/JOMiHA/TbHOTO 600 HEACHOTO TeHe3y
(Gabos G. et al., 2017).

JlonoBifayka HaromocuIa Ha HafI3BUYAIHI aKTy-
anpHocTi mpobemu CAH. Tak, 93% mauientis is CAH
MAIOTh Hamagy GO0 B XMBOTI, IpU IbOMY aboMi-
HaJIbHUI 61/b MOXKe OYTH €fMHOI0 MaHiecTami€eo
3aXBOpIOBaHHA. Jle6loT maronorii BUHMKAE ¥ 6YAb-
AKOMY Billi (HaijlyacTinre - B JUTUHCTBI), a mepebir
MO>Ke MaCKyBaTHCA Iifl TOCTPY XipypriuHy IaTonoriio,
KPIM TOT0, CYIIPOBOXYBATICS O/IIOBAHHAM i fiiapeero.
Takuil cTaH 3HaYHO 3HIDKYE AKICTb KUTTA XBOPUX.
3a cnosamy Xpuctunu OneKkcaHfpiBHMY, 1€TaNbHICTh
y pasi HeJliarHOCTOBaHNUX BUIIAZIKiB CK/afiae 29%, mpu
niarHocTOoBaHMX — 3%.

Crikepka mpupinuia yBary foCmifi)XeHHI0, IIpo-
BefieHoMY B 2014 polji Ta IpUCBAYEHOMY aHaIi3y
IPOABIB CMMIITOMIB WITYHKOBO-KNIIKOBOTO aHTi0-
HeBPOTHMYHOTO HAOPAKY B MefiaTPUUHUX i [Opoc-
nux manienTis (Rubinstein E. et al., 2014). Yueni Bu-
Ay, wo 3i 183 xBopux i3 CAH 23% pawninre oTpu-
MYBa/u aneH/ieKToMilo, 16,4% — XomelcTekToMilo,
1,6% - peseK1ilo KMIIEYHUKY, 2,7% — [iaTHOCTUYHY
JIanapoToMilo, 8,2% - ricrepextoMmi. Ile migTeepanno
HasABHi ysABNIEHHA TIpo Te, o NaniedTn is CAH vacro
CTPK/AI0Th Yepes HeoOI pyHTOBaHI Xipypriuui BTpy-
YaHHS, MAITh 3HAYHI (hiHAHCOBI 30UTKM Ta MOXYTh
crocTepiraTy MOCI/IEHH: GO0 Yepe3 PO3BUTOK CIIali-
KOBOTO TIPOLECy B 4epeBHill MOPOXXHMHI.

-} o ocHoBHUX TpUTEPiB POSBUTKY HAGDSAKIB.
npy CAH Hanexars:

(D crpec abo TPUBOXKHICTD;

@ tpaBmu;

() xipyprivHi uu cTOMaTONOTiYHI BTpy4aHHS;

() snauna pisnuHa AKTUBHICTD;

€ ropmoHanbHi sMinu (i Yac BaritHOCTI, MEHO-
TaysH, a B JiBYaT-MifTiTKiB — Miff Yac MeHCTpyawii 4n
OBYLAL{T);

( xBopobu (3actypa, rpum);

IpUItOM NeBHUX MeuKaMeHTiB (iHribiTopiB
aHT10TeH3MHIIEPETBOPIOBAILHOTO (PePMEHTY, eCTPO-
TeHOBMICHIX OPa/IbHUX KOHTPALleNTUBIB);

() nenepenocumicTp fesikoi ixi (ropixis, Monou-
HIUX IPOAYKTIB).

Cknapnni wnaxm piarnoctuku CAH

[nax go giarHosy «Jedinut y cucreMi koMe-
menty. CAH» (kop 3a MKX-10: D84.1) y mauienris 3a-
3BIYAif € CKIIAIHMM 1 TpyBamiM. Bifj epimx cuMIToMiB
710 BU3HAYEHHS MATONOTii XBOPi OTPUMYIOTb KOHCY/Ib-
Talii y racTpoeHTeponoris, Xipypris, fepMaTonoris,

TosoriA

TiHEKO/IOTiB, eHIOKPMHOMIOTIB, iMyHO/IOTiB, iHIINX CIle-
iamictiB. ¥ giarHocTyii MaloTh 6patu yyacThb He nuLie
imynomornu/amnepromnory, a i 6yAb-aKi inmi certiamict,
710 AKX 3BEPTAETHCA MAL[IEHT i3 TUTIOBMMI PELU/INBY-
Ba/IbHMMI HAOPSKaMI, B T. 4. TiKapi epBIHHOI TAaHKIL.

JlonoBifayka OKpeMo 3yIMHMU/IACA Ha MUTaHH] Jii-
arHoctuky CAH, Haragasmy, 1o BiH po3BMBAa€ETbCA
BHAC/I 0K Aedinuty Ta/abo aucdynkuii C1-INH.

3rigHo 31 CraHfapTaMy MefMYHOI JOIIOMOTH, 3a-
TBepXEeHMMM Haka3oM MiHicTepcTBa OXOPOHM 3710-
por’s (MO3) Ne 159 Bi; 26.03.2023 poky, siarnos CAH
1 TIy mifTBEPAKYEThCA OFHOYACHO HU3BKIMMM KOH-
uentpauieo i pyukuieio CI-INH (<50% Big HOpMK).
Jliarnos CAH 2 tuny migTBepiKyeThcs 3HIKEHOIO
¢ynkuieto C1-INH (<50% Big Hopmu) mpy HOpMab-
Hilt a60 MiABMIEHII 110r0 KOHIeHTpallii. Y marieHTis
i3 moTiepeIHbO OUTHBHUMM Pe3yIbTaTaMy 1abopa-
TOPHOTO 0OCTEKEHHS 3 METOI Bepuikarii HiarHO3Y
CAH 1 a60 2 Tuny HeoOXifHUM € IPOBeJCHHs T0B-
TOPHOTO TeCTYBaHH:A Ha Bu3HaueHH: piBHiB C1-INH,
C4-xommoHenTa KommnemenTy Ta ¢ynxnii C1-INH.
OTpyMaHHA 1BOX Pe3y/bTaTiB, O CBiff4aTh PO 3HU-
JKeHy KoHIjeHTpaiio abo ¢pyHkuio C1-INH, € gocrar-
HiM [/ DiTBEP/)KeHH 1iaTHO3Y.

CranpapTtv nikyBaHHA

Jlixysanua xBopux Ha CAH mposopuTbcs srifao
3i Cranpapramu MefinyHoi gfonomorn «CAH», 3atep-
mxeHnMu Hakasom MO3 Ne 159 Big 26.03.2023 poxy.
IIpu Ko>XxHOMY €mi3ofli aHTiOHAMa/y AL[iEHT OBMHEH
orpumysaTyu C1-INH, oTpumanmii is nnasmu, 1o Mae
OyTy BBefjeHIIT AKHALIBILIE, <HA BUMOTY».

KopotkocTpokosa mpodinakruka (mpusHaya-
€ThCs 38 HAasABHOCTI IPOBOKYBANbHUX (AaKTOPiB).
3acrocosyerncs BBeeHHsA C1-INH axuaibnmxye
II0 TIOYaTKy npouenypyu (6axxaHo o 24 rop).

ITokasaHHAMI [i/11 TOBTOCTPOKOBOI IPODITaKTUKH
sarocTpenb CAH € HasBHICTD B aHaMHesi HabpsAKy
roprasi Ta/abo rocmiranisamis g0 Biffi/eHHs iHTeH-
CHBHOI Tepalrii, a TAKOX YacTOTa HaOpsAKiB MOHal-
MeH1te 1 p/mic (uu yacrine).

IIpenapar nepuoi niHii 711 ZOBroCTpOKOBOI IPO-
dinaxtuxu - CI-INH, orpumanmii i3 niaasmu, mo
BBOJIMTDCSA BHYTPillIHHOBEHHO 2 P/TIK.

Xpuctuna OnexcaHppiBHa 3a3HAaUNTIA , 1[0 JOPOC-
JIMM Hal[iEHTaM PEKOMEH/I0BaHa MOXUTTEBA Tepa-
Mif, AKa CKNaJaeThCA, HANPUK/IAZ, i3 KOHIIEHTPaTy
C1-INH 1000 O]l (BHYTPillIHbOBEHHO, IOBi/IbHO, IIPO-
tsarom 10 X8, 2 p/THX).

Haitsarposnusimumu s xutrs € Hanagu CAH y ginsaumni o6mmyys
Ta TOp/Ia Yepe3 pU3NK NepelKOAKaHHA AMXaHHI0. Y 50% manieHTiB
i3 CAH npoTAroM KUTTA CHOCTePiraeTbcs MoHAMEHIIe OfMH emi3op
HabpaKy roprani. Came ToMy nmiKapi BCixX crmenianbHOCTel HOBMHHI
maM’ATaTH HPO iCHYBaHHA IIbOTO PiAKiCHOTO 3aXBOPIOBaHHS, IO 103-

PinkicHolo npuunHoo aboMinanbsHOro 601608010 ciHApoMy € CAH - aBTOCOMHO-{OMiHAaHTHA Ha npaBax peknamu
1 TeHeTHYHA XBOP00a, IKa MPOSABIAETHCA BUHNKHEHHAM PeliAMBYBaTbHIX HAOPAKIB, 0 TPH- 3’

BaloTh 3-5 AHiB. IXHi TOKami3amis, TAKKICTH i yacTora € KyKe BapiabenpHuMu. Hamapyu MoxyTh
GyTy Ha3BMYAIHO OOTiCHIIMI, 0COOMMBO KOMY BMHUKAIOTH Y Ai/AHIi TPABHOTO TPAKTY.
Hanapgu B abgoMiHanbHil ginAHni MaroThb 93% nanientis i3 CAH. Ilpu npomy cuig mam’aTaTn
PO CKIaRHICTD AyrepeHIiiiHOI AIATHOCTUKI «TOCTPOTO >KMBOTA» if A0OMiHATHHOTO HAMARY BOJIMTH PO3MMPUTH CHEKTP AMdepeHIiIHOT AIaTHOCTHKY Ta HajaTH
CAH. Yepes 1e 6araro miofeit i3 CAH HapakaloThcs Ha onepaTiBHi BTpyyaHHs. I B Takomy Hi€BY MEAMYHY TONOMOTY.

BUNAKY AurdepeHIiloBaTH IPNIMHY 600 Mo>Ke JomOMOrTH BBeffeHHs Cl-iHribiTopa abo cBi- JliaraocTuka Ta nikysanna CAH gocrynni B Ykpaini - B pasi migospu
’K03aMOPOXKEHO] I/Ta3MI 32 JI0TO BifICYTHOCTI. 4 Ha CAH npoxoHcynbryiiTe namienTa B iMyHomnora a6o amepronora.
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