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CMNAAKOBUWN AHTIOHEBPOTUYHMIN HABPAK

Pestome. Cnadxoesuii aneioneepomuunuii Hadpsax — piOKicHe 3aX60PHGAHHS, BUKAUKAHE 8DO0NCEHUM Oeqiyu-
mom Cl-ineibimopa. Kniniuni nposeu 3axeopioeants — peyuousHi enizoou aHeioHeepomuHo2o0 HaopsKy, SKi
Manigecmyoms y oumsauomy abo nioaimkoeomy eiyi, Haiuacmiuie A0KANIZYIOMbC NIOWKIPHO (KIHUieKU, 00auY -
us, myayb, cmamesi opeati) abo é cauzosux 06oroHKax (KuuieuHuk, 2opmans). Habpsku eopmani € nomeHyiino
3aeposauumu o wcumms nayienmie. Panns diaenocmuka 0036045€ 84acHo NPoeooUmMu adekeamHy mepanivo
i npogpinakmuky enizodie aneioHespomu4uHo20 HAOPsKY. Y cmammi HagedeHUll 6UNAJOK CNAOK0B020 AH2IOHeE-
POMU4H020 HAOPAKY 3 MaHighecmayicto  panHbomy oumsa4omy eiyi. Onucanuii 6unadox 0eMoHCmpye CKAAOHOWI
diaeHocmuku i 1iKY8aHHS CNAOK0B020 AH2IOHeBPOMUYHO20 HAOPSKY.

Karouoei caoea: cnadkosuii aneionespomuunuii Haopsk, Cl-ineibimop, dimu.

CrnankoBuit aHTioHeBpoTuuHUI Habpsk (CAH) —
3aXBOPIOBAHHS, W10 XapaKTepPU3YETbCSI PEUUIUB-
HUMHU €Mi30/JlaMUd aHTiOHEBPOTUYHOIO HaOpsKy 0e3
KpOTMB’SIHKM a00 cBepOexXKy, SIKi HalvacTille BUHU-
KaloTh y WIKipi i MiAIKIipHiA KJIITKOBUHI a00 CIM30-
BUX 000JIOHKAX BEPXHiX AUXaJbHUX IIJISXiB Ta IITyH-
KOBO-KMIIKOBOro Tpakty [I, 2, 11]. Xoua HaOpsk
CaMOCTIHO JiKBiAy€EThCS, IPU JoKadi3allii B JiISHLL
ropTaHi BiH MOXe BMKJIMKATU CMEPTEJIbHY 3aayXy.
Ho nosiBu e(deKTUBHOI Tepallii piBeHb CMEPTHOCTI
craHoBuUB 0113bK0 30 % yHaciigok acdikcii Big Ha-
Opsiky ropradi [3].

I[Mommupenicts CAH cranosuts Big 1 : 10 000 mo
1:50 000 HaceneHHd, yacTOTa HE 3aJIEXKUTh BiJl CTATI.
CnaakoBuii aHTIOHEBPOTUUHM I HAOPSIK PO3BUBAETh-
cs1 B MAlli€HTIB i3 BPOAKEHOIO HEIOCTAaTHICTIO CUH-
Te3dy HopMaJibHO (yHKIioHyouoro CIl-iHri6iTopa.
VYV mnauientiB i3 CAH BMHUKaIOTh Hamaau aHTio-
HEeBPOTUYHOIO HAOpSKY BHACHiAOK HaIJIUIIKOBOI
NpoAyKUil OpaiuKiHiHy — MOTYXXHOTO CYAWHOPO3-
mupoBaabHoro Meniatopa. Ilig yac emizoniB aHrio-
HEBPOTUYHOTO HAOPsKY B matieHTiB i3 CAH mrazmo-
Bi piBHi OpajuKiHiHYy B 7 pas3iB BUILli, HiXK 3a3BUYail
[3]. Tictamin Ta iHIII MemiaTOpU TYYHUX KJIITUH He
OepyThb Oe3mocepeIHbOI yuyacTi B pO3BUTKY HAOPSKY,
1110 MOSICHIOE BiACYTHICTb peakllii Ha aHTUTiCTaMiHHi
npenapaTy i Biipi3Hs€E 110 GOPMY aHTiIOHEBPOTUY-
HOro HabpsKky Big HaOpsiky KBiHKe ajnepriyHoi mpu-
PO, TIOB’SI3aHOTO 3 KPOTIMB’ THKOIO.

C1-iHTiOITOp € KIIOYOBUM pPETyISITOPOM CHCTE-
MU KOMILUIEMEHTY, CUCTEMM KOaryJsilii KpoBi Ta Ka-

JiKpeiH-KiHiHOBO1 cuctemu [1, 2]. 3a BiaCyTHOCTI
C1-inri6iTopa aktuBauisi Cl-ecTtepa3u NpuU3BOAUTH
J10 O€3KOHTPOJIbHOI aKTHUBallil KIaCUMYHOIro LUIAXY 3
HaagMmipHuM po3siuiernaeHHsaIM C4 i C2 KOMIIOHEHTIB
KOMTIIJIEMEHTY i YTBOPEHHSIM Ba30aKTUBHOTO TETITH -
ny C2b BHachigok posmierieHHs C2. EdbexT BBy
Ba30aKTUBHOI'O MENTHAY Ha ITOCTKANUISIPHI BEHYIN
MPOSBISIETHCI PO3BUTKOM OOMEXEHOro HAOpIKyY. Y
rnepion TOCTpoOi aTakKu aHTiOHEBPOTUYHOTO HAOPSAKY
BiZOyBa€TbCs PO3IICIJeHHS KiHiHOreHiB, cybcTpa-
TiB KaJikpeiHy, 3pocTa€ KOHILIEHTpallisl OpaguKiHiHy
(puc. 1).

Bimowmi 2 Tunmu CAH, sxi € pe3ynbTatom nedinuTty
(I Tumr) abo dyukiionansHoro nedexry (II Tum) Cl-
inrioiTopa. Buninsiors Takox III Tum CAH, o xa-
pakTepusyeThcs HopMaibHUM piBHeM Cl-iHribiTOpa
I Ma€e Ha3By CIIaIKOBOTO aHTiOHEBPOTUYHOIO Ha-
OpsiKy 3 HOpMaJIbHOIO KiJbKicTio Cl-iHribiTopa [5].
Yactuna nauienTiB i3 CAH 11l Tuny maloTs myTaiii
B reHi pakropa XII, B iHIIUX HE BUSBJICHO >KOJHO-
ro reHeTUYHOro abo 6ioxiMiuHoro gedexty. Hadbyra
dopma gedinuty Cl-iHridbiTopa BUHMKAE B JITHIX
naiieHTiB 6€3 ciMeiHOoi icTopii aHTIOHEBPOTUYHOTO
HaOpsSKy i MOB’s3aHa B OUIBIIOCTI BUMAIKIB 3 MpPO-
IyKirieto aBToanTuTis 1o Cl-iHridiTopa.

Twun I CAH Bu3HavaeTbes y 85 % mauieHTiB i xa-
PaKTEepU3yETHCS CYTTEBUM 3HUKCHHSIM KOHIICHTpa-
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uii Cl-inri6iTopa B Mexxax 5—30 % Big HOpMalbHOI.
I1pu o6cTeKeHHI BUBHAYAETHCS 3HUXKEHHS KiJIbKOCTI
i1 dyHkuioHanbHol akTUBHOCTI Cl-iHri6iTopa. Tun
II CAH — pe3yabTat npoaykKilii GyHKIiIOHAJIBHO He-
aKTUBHOTO IIPOTEiHy, IO HAIBHUUA Y HOpPMAaJbHiit
a00 MigBUIEHI KiJTbKOCTI.

Oounsi popmu CAH ycmamkoByIOTBhCS 3a aBTO-
coMHO-goMiHaHTHUM TunoMm. Ien Cl-iHribiTopa
JIOKaJIi3yeThCS B XpoMocoMmi 11, pi3Hi myTalii 3yMoB-
JIIOIOTH PO3BUTOK pidHUX BapianTiB CAH.

Kninika. Bik nmouarky HanmaniB CAH BapiabGenb-
HUM. ATaKU MOXYTb PO3IOYMHATUCS B MEpIlli POKU
JKUTTS, aJie IX TSIKKICTh TOCUIIOETHCS B yOepTaTHU I
nepion Ta B gopociomy Biti. binsbko 40 % naiieHTiB
MaloTh Mepuli BUMaAKU HAOPSKY y Billi 10 5 poKiB, y
75 % 3axBoproBaHHS MaHidecTye 10 15 poKiB XUTTS.
VY 6inpimocti BumnankiB giarno3 CAH ycTtaHOBI0OIOTH
Ha ApYTiii-TpeTiii aexami XuTTs [3].

Haobpsxk y nanieHTiB i3 pedimurom Cl-iHridbiTopa
MOXXE PO3BMBATHUCS B OyAb-sKili yacTWHI Tijna. Xa-
pakTepHa JioKaji3allisl HaOpsKy B TPbOX aHAaTOMiu-
HUX OiasHKax: 1) mKipa Ta miglkipHa KJIiTKOBUHA;
2) IIUTYHKOBO-KHUIIKOBUI TPaKT; 3) BEPXHi AUXAJTbHIi
IIIXu (TOpTaHb, POTOTJIOTKA).

Hanan HaOGpsiKy 4acToO BUHUKA€E B OJTHOMY MicClli,
OHAK MOXJIMBE TOE€MIHAHHS HAOPSKY B JEKiTbKOX
JIOKycaxX: HaOpsK IIKipy MOXe TTOITUPUTUCH HA TOP-
tanb. Hamagu HaOpsiky caMmooOMexXyBaHi, TpUBajic-
TI0 2—4 IHi, CTYNiHb TSXKOCTI Bapilo€ Bij IETKUX Ha-
OpsIKiB LIKipU A0 3arpO3JUBUX IS KUTTS HAOPSIKiB

roptani. bimsbko 50 % mnaiieHTiB BiA3Ha4alOTh BCi
TPU BapiaHTU JioKaji3alil HAOPSKY MPOTSATOM XKUT-
Ts1. HacToTa aTak Bapilo€ Bif LIOTUXHEBOI 10 OJHOTO
a0o IBOX emi3ofdiB Ha pik. be3 mikyBaHHS Talli€eHT i3
YacTUMU HamagamMu Moxe nmponyctutu go 100—150
pobounx AHiB Ha pik. TSXKKicTh 3aXBOpIOBaHHS Bif-
Pi3HSETHCA cepel, YieHiB ciM’i, He3BaXKalouu Ha Of-
HakoBYy MyTalilo. TSXKKicTb 3aXBOPIOBAHHSI MOXKeE
3MIHIOBATUCh y MaLieHTa 3 yacom [3, 6, 11].

IIpoapomalibHi CHMIOTOMH BKJTIOUAIOTh BTOMY, HY-
0Ty abo iHIII HIIYHKOBO-KMIIKOBI CUMITOMM, Mi-
anrii Ta rpunonoAioni cumnromu [2, 14, 15]. V ne-
SIKUX XBOPUX PO3BUBAIOTHLCS 3MiHM LIKipU 3a TUIIOM
KinbuemnonioHoi epuremu. Lli 3MiHM MOXYTh OyTU
MOMMJIKOBO MPUIAHATI 32 KPOIUB’IHKY, ajie OiJiblle
HaraaymnoThb erithema marginatum. 3MiHU WIKipy Oyau
Bim3HaueHi y 26 % MallieHTiB B OMHOMY i3 criocTepe-
keHb [19]. [TpoapoManbHi CUMOTOMM 3a3BUYaAll BU-
HUKAIOTh IIPOTSATOM 24 TOAWH IO aTaKW aHTiOHEBPO-
TUYHOTO HAOPSIKY.

Ilkipui araku HaOpPsAKY — HaWYacTilli TMPOSIBA
CAH, 3zarasom 6e3mneuni. Habpsk mikipu OyB Ha-
aBHUIA Y 97 % emi3omiB y peTpOCIeKTUBHOMY CIIO-
crepexxeHHi 221 nmamienTta i3 CAH [3]. Haiiuacrinie
CTpaXkAaloTh KiHILIBKM, 00IMYYS i CTaTeBi OopraHu,
Xoya Oyab-siKa AiJITHKA IIKipu MoXe OyTu 3ajydeHa.
Ha6pgx wkipu abo ciauzoBux obosoHok npu CAH
1IiAbHUIA, 6e3 cBepOexy. limepeMii, MiABUIIEHHS
MicleBOi1 TeMmrnepaTypu He croctepiraiTs. LIKipHi
aTakyW 4acTo CYMPOBOAXYIOThcS 6onem. Emizon 3a-
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3BMYail MOYMHAETHCA Yy IIKipi 31 CBOEPIAHOTO MOKO-
JIIOBaHHS a00 BigUyTTs MEPEeNOBHEHHS i TOAPa3HEH-
H$l, a MOTiM Y HaltOonuxX4i 2—3 roIMHU PO3BUBAETHCS
HabpsK. AHTIOHEBPOTUYHUI HaOPSK 3pOCTa€E BOPO-
IOBX TIepIIUX 24 TOAWH, ITOTIM ITOCTYIIOBO CIIagae
mpoTsirom 48 mo 72 romuu [3, 18]. Habpsik moxe
TPUBATU 0 5 OHIB y JeIKUX MAaIli€HTIB. ATaKd MO-
KYTh OYTM DOBIIMMU, SIKIIIO HAOPSIK MOIIUPIOETHCS
3 omHOTO Micus Ha iHme. Hadpsk Ha Tymryb6i Moxe
OyTU pi3HOTO PO3Mipy — BiJ He3HauyHOTO (3—4 cM y
JIiaMeTpi) IO 3JMBHOTO, 11O 3aliMa€ rpyau, CIUHY,
cigHuLi, mpoMexuHy [2]. Habpsak ypaxxeHoi yacTu-
HM MpOTpecye MBUAKO, 0€3 KPOMUB’IHKU, cBepOe-
XY, 3MiHU KOJIbOPY IIKipW, iHKOJIU HaBiThb 6e3 00-
JIbOBUX BiIUYTTiB.

Haopsiku roprani MoXyTh OyTH i301b0BaHUMU 200
B IIOEMHAHHI 3 HAOPSIKOM Ty0, sSI3MKa i M’IKOT0 i~
HeOiHHg [6]. HaOpsik ropraHi 3ycTpidyaeTbcsl IpH-
OJIM3HO B IMOJOBMHU BCiX MAaILi€HTIB i3 nediuuToM
C1-inri6iTopa i Moxe Oytu daranbHuM. B ogHOMY
3 pPEeTPOCHEKTUBHUX AOCJIIXEHb Ha aTakKu TOpTaHi
npumnagano MeHme 1 % Bim ycix emi3oiB aHTiOHEB-
poTtuyHoro Habpsky [19]. BumanenHs 3yba Ta ormne-
paTUuBHiI BTpYYaHHS IIEJEMTHO-JIULbLOBOI AIISTHKA —
3arajibHi Tpurepu HaOpsky ropraHi. BiH 3a3Buuait
PO3BHUBAETHCS TTOCTYIIOBO, IIPOTITOM KiJTbKOX TOIWH,
y cepenHboMy — 3—4 roguHu. [TosgBa mepmmx HacTo-
POXYIOUHMX O3HAK aTaKu HaOPSIKY TopTaHi a00 HaOpsi-
Ky LIKipu 00JMYYS Ta NI, TKU MOXE MOIIUPUTUCH
Ha ropTaHb, BUMara€ HeraiHoOro moyaTkKy ajcKBaT-
HOTO JIIKyBaHHSI 3 METOIO 3al00iraHHsI pO3BUTKY Ha-
OpsIKy, 3arpO3JMBOTO IS XKUTTS TMalli€HTa.

Y nocnimxkenHi 70 cMepTeNbHUX aTak HaOpSKy
ropTaHi 0yJio BUAiJIEHO PO3BUTOK CUMIITOMIB Y 3 cTa-
Iii: IpearcIHoOe, 3aQUIIKH i BTpaTH cBimoMocTi. Cra-
IisT TIpe AU CITHOE TpuBaja Bix 20 xBuianH 10 11 roguH.
Y nepeBaxHoi OibIoCTi nauieHTiB (63/70) 3a XuUT-
151 giarHo3 CAH He O0yno BctaHoBiaeHo. CepeaHiil Bik
cMepTi BiJ acgikcii B malieHTiB i3 HEBCTAHOBJIEHUM
niarHo3om 6yB 40,6 poky [2].

IInyHKOBO-KMIIKOBI aTakKu MaHi(eCTylOTb y BHU-
IJIs11 Pi3HOTO CTYIMEHSI KUIIKOBOI KOJIbKM 3 HYIOTOIO,
OomoBaHHSM i/a00 miapeeto [2, 11, 19]. LIi cummiromMn
€ pe3yJbTaTOM HAOPSKYy CTiHKM KUIIKU. [II1yHKOBO-
KMIIIKOBI aTaky Big3Hayaau OiJbLIICTh MalLi€HTIB i3
CAH, BoHU Oy OCHOBHUMH IIPOSBAMU 3aXBOPIO-
BaHHS Yy 4YBepTi mauieHTiB [6, 16]. OnucaHi KiabKa
ciMeil, y SKuxX HaOpsK KUIIeYHUKa OYB €TMHUM TIPO-
aBoMm CAH.

Hab6pgx KMIIKOBOI CTIHKM 3aBXAU CYIIPOBOIXKY-
€TbCS IHTEHCUBHUM CIACTUYHUM 00JieM y KMBOTI.
Habpsikxy mkipu npu 1bOMY MOXYTb OYTH BIiACYT-
HimMu. TlauieHTU HepigKo MOTpaIuIsIIOTh Ha olepa-
LWiMHUHI cTUT abo M0 MCUXiaTpiB IO BCTAHOBJIEHHS

CIIpaBXHbOTO AiarHo3y. Ataka TpuBa€e 2—3 [IHi, i To-
TiM MOCTYIIOBO HAOpPSK CIlagae.

HaijiuacTiimyuM NpoBOKYyIOYUM (PaKTOPOM € Mme-
XaHniyna mpaema, pinlie aHriOHeBPOTUYHUI HAOPSIK
MOX€ pPO3BMUBATHUCS ITiCas (Di3WYHOTO TMepeBaHTa-
XKEHHS, MEeHCTpyallii, eMouiiiHoro ctpecy. Tpure-
paMM HaOPSIKY € TAaKOXK CTOMATOJIOTiUHI IIPOLEIYPH,
nipcuHr. HabOpsik cTtatreBMX OpraHiB y Mali€HTIB i3
CAH iHKOJIM BUHUKAE MiCJs CTaTEeBOTO aKTy, BEPXO-
BOI 13AM, KaTaHHS Ha Benocurneni. OkpiM pizuuHuUX
TPUTEPiB, HAOPSIK MOXYTb BUKJIMKATU MEIUKAMEHTH:
€CTPOTeHU, TaMOKCU(EH, iHTi0ITOPU aHTiOTEeH3UH-
KoHBepTaszu. Habytuii nepiuut Cl-iHridiTopa Moxke
pPO3BUBATHUCS B acollialii 3 B-KIIITUHHUMU MyXJIMHA-
MU abo 3a HasgBHOCTI aHTUTIN 1o C1-iHTiGiTOpA.

JiarnocTuka. JliarHO3 CraakoBOTO aHTiOHEBPO-
TUYHOro Hao6psky I i Il Tuny rpyHTyeThcs Ha Kili-
HIYHUX JaHUX Ta pe3yjbTaTax AOCHiAXEHHS MoKa3-
HUKIiB KoMIuieMeHTy [3]. JaHi ciMeiiHOro aHaMHe3y
€ BaXXJIMBUMU JJIsI 1iarHOCTUKU 3aXBOPIOBAHHS, OJI-
Hak iX BiJICYTHICTh He BUKJIOYae aiarHosy. [loka-
3aHHSAMMU JJIs1 CKpUHiHTY Ha Aediuut Cl-iHridiTopa
€ Taki KJIiHIYHi cTaHM, SIK peLUuIUMBHUI HAaOpsiK 0e3
KpOIUB’IHKU, He3 sicoBaHi camMmooOMeKyBaHi Hama-
JIVI KMIIIKOBOI KOJIBKM i 00JII0 B 3)KMBOTI, HASIBHICTh aH-
TFiOHEBPOTUYHOTO HAOPSIKY B CiMEMHOMY aHaMHE3i,
He3’sSICOBaHUI HAOPSAK ropraHi (HaBiTh OOMH €Mi301),
HU3bKUH piBeHb C4 KOMITOHEHTAa KOMIUIEMEHTY.

CkpuHiHroBe obcrexkeHHs npu migo3pi Ha CAH
BKJItoya€ Bu3HaueHHs piBHA C4, KOHLEHTpalii
C1-inri6iTopa Tta (yHKLUioHaAbHO1 akKTUBHOCTI Cl-
iHrioiTopa (ta6s. 1). BusHayeHHsS MOKa3HUKIB CHUC-
TeMU KOMIIJIEMEHTY He iH(hOpMaTUBHE Ha TJi Mpo-
BeneHHs1 JikyBaHHa CAH. OOcTexeHHsS MNallieHTa
MPOBOJSIATL HE paHillle HixX yepe3 1 TUXIAEeHb Iicis
BBeneHHS KoHIeHTpaTy Cl-iHTibiTOpa a00 miasMmu i
yepe3 3 TUKHI TiC/s 3aKiHUeHHS JiIKyBaHHS aHIPO-
reHaMu. i1 BCTAaHOBJIEHHSI JIiarHO3y OOCTEKEeHHS
CUCTEMU KOMIIJIEMEHTY MPOBOASITh HE MEHIIIE HiX 2
pa3u 3 iHTepBajoM Oijblie HixX 1 Mics1b.

Axmo B mauieHTta 3HMXeHi C4, KOHILEHTpallis
6inka Cl-iHribiTopa i akTuBHicTh Cl-iHridiTopa, 1e
xapaktepHo w11 CAH I tTuny a6o Habyroro nedinm-
Tty Cl-inrioitopa. CAH I tumny 6inxpm BiporimHuit B
ocib BikoM MeHIe HiX 40 poKiB, i3 XapaKTepHUM Ci-
McUHUM aHamMHe30M. PiBeHsn Oinmka Cl-iHTibiTOpa y
nauieHTiB i3 CAH I tuny menie Hix 30 % Big HOp-
MaJIbHOT'O piBHSI.

3uuxkeHHss C4 mpu HopMasbHil KinbkocTi Cl-
iHTiOiTOpa 1 HU3BKIKM HOTOo (PYHKIIOHAJIBLHOI aKTUB-
HocTi xapaktepHe ajas CAH I Tumy.

3a HagIBHOCTI XapaKTepHOI KJIiHiYHOI KapTUHMU i
HOpMaJbHUX TMOKa3HUKiIiB C4, KOHILEHTpallil Ta aK-
tuBHOCTI Cl-iHTiOiTOpa CIIim MiZo3ploBaTH CHAIKO-

Tabnuuys 1. JlaboparopHa giarHocTuka crnagKoBOro aHrioHeBpoTU4HOro HabpsKy

PiBeHb C1-iHriGiTopa AKTUBHiCTb C1-iHriGiTopa Cc4
CAH | Tuny, HabyTuit fediumnt C1-iHri6iTopa 2 d d
CAH Il Tuny Hopma a6o T \2 l
CAH lll Tvny Hopwma Hopma Hopma
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BUI aHTIOHEBPOTUYHUI HAOPSK i3 HOPMaJIbLHUM PiB-
HeMm Cl-iHribitopa [4].

JundepennianipHa AiarHOCTHKA CMHAaJKOBOrO aH-
TiOHEBPOTUYHOIO HAaOpPsSKy BKJIOYA€E ajiepriyHi Ta
aHa(imakKTUYHI peakuii, MeAUKAMEHTO3HO-iHAY-
KOBaHWII aHTIOHEBPOTUYHUU HAOpSK, ajepriyHui
KOHTAKTHUI IepMaTUT, HAOPSKU IIPU aBTOIMYHHUX
3aXBOPIOBAHHIX, HAOPSAKM MPU MATOJOTII IIMTOIIO-
ni6Hoi 3an03um [15].

Jixyeannsa i npogiraxmurxa aunzioHeepomMu1HO20
Haopaky. TakTuka BeaeHHs nauieHTiB i3 CAH Bxitio-
yae 3axoAau 3 npodiJakTUKKU HamnaaiB (JOBroTpuBalia
i TepMmiHOBa MpodilakTUKa) Ta JiKyBaHHSI TOCTPUX
aTaK aHTiIOHEBPOTUYHOTO HAaOPSIKY.

OCHOBHOIO METOIO BEJEHHS XBOPUX i3 nedinuTom
C1-iHribiTOpa € 3amobiraHHs PO3BUTKY HaIlamiB aH-
rioneBpoTuuHOro Habpsky. [lepBuHHa mpodinak-
THKA HaIlaAiB HAOpsKy Iepemdayae yHUKHEHHS ii
BCiX MOXJIMBUX TPUTEPIiB: (Pi3UUHUX TPaBM, CTPECIB,
ornepaTUuBHUX BTpyYyaHb, KOHTAKTY 3 iHPEKUiHHUMU
XBOPUMU.

Tepminosa npogirakmuka TPU3HAYAETHCS TIEpe]
MPOBEACHHSM CTOMATOJIOTIYHUX, XipypriYHUX Ta iH-
WX MEIUYHUX BTPYyYaHb, 1110 MOXYTh CITPOBOKYBATH
PO3BUTOK aTaKW aHTiIOHEBPOTUYHOIO HaOpsky. I1pe-
napatamMyu BUOOpPY U1 TEPMiHOBOI MPOdiTaKTUKKU
HananiB CAH e angporenm (maHa3oJI) Ta KOHIICH-
tpat Cl-inridiTopa [4, 9, 18]. XKomeH mpemapaT He
MOX€ MOBHICTIO 3aIOOITTH PO3BUTKY HAOPSIKY, TOMY
B pa3i BUHMKHEHHS Hallaay HerailHo po3MoYnHaloTh
nikyBaHHs. IlepeBara HagaeTbcsl KoHLeHTpaTy Cl-
iHribiTOpa, 110 BBOASTH i3 MPOGiIIAKTUYHOIO METOIO
3a | roguHy mo mpoueaypu (HeoOxigHi 2 3amacHi
03U Tpenaparty). 3a BiacyTHOCTI KoHueHTpaty Cl-
iHribiTOopa PEKOMEHAYIOTh MNpeMeauKallilo aHApoO-
TeHaMHU: JaHa30JI y 1o3i Bixg 2,5 mo 10 Mr/Kr Ha IeHb
(MakcumaabHa go3a 600 Mr/mo0y) BIIPOLOBX 5 AHIB
JIO Ta Micas Impoueaypu. Y pasi HeBiIKIaaHOI CUTY-
alii i HEMOXJIMBOCTI TIPOBEIEHHS NTpeMeInKallii aH-
JpOreHaMUu MOXJIMBE BBEICHHSI KPiOKOHCEPBOBaHOI
niaasmu [5].

lloseompusany npogirakmuky aHTIOHEBPOTUYI-
HOTro HaOpPsSKy PeKOMEHAYIOTh 3a BiICYTHOCTI e(eK-
TUBHUX TIpenapaTiB JIiKyBaHHS HaraAiB HaOpSKYy
(koHueHTpaT Cl-iHribiTopa, iHridiTop peuenTopiB
OpaauKiHiHY), y MALi€HTIB i3 YaCTUMU aTaKaMUu Ha-
Opsiky (He MeHIe | pa3y Ha Micslib), i3 TOBTOPHUMU
atakaMu HaOpsKy ropraHi [8, 9].

3 MeTOw JOBTOTpUBANIOl MPODiNaKTUKKM TaIli€H-
TaM MPU3HAYAIOTh ATeHYWOBAHUU aHAPOTEH NaHa301.
JIikyBaHHSI pO3MOYMHAIOTH i3 HAWHUKYO0I e(DEKTUBHOIL
IMiATPUMYBaAJbHOI 1031, 110 1a€ 3MOTY KOHTPOJIIOBATU
MOSIBY HarmaniB HaOpsKy, 2,5—5 MI/Kr Ha no0y (mo-
yaTkoBa J03a — 50 MTI) 10 TOCSTHEHHS peMicii, a rmo-
TiM IIePEXOIsITh 10 BXXMBAHHS MpenapaTy yepe3 ONuH
abo aBa OHi. 3a HeoOXiAHOCTI JOOOBY 103y JaHa30-
Jty MoxHa 30inpmutu 10 200 mr. OgHaK y 4acTUHU
XBOPUX PO3BMBAETHCS PE3MCTEHTHICTHh MO ITaHA30-
JIy B pasi TpuBajoro iioro 3actrocyBaHHs. [Ipemapar
MPOTUIIOKA3aHUI Y TIepioa BariTHOCTi. AHTUGhIOpU-
HOJIITUYHI Tipenapatu (e-amMiHOKampoHOBa Ta Tpa-
HeKcaMoOBa KHCJIOTa) MOXHa PEeKOMEHIyBaTU IJisl
mepMmiHoeoi npogirakmuku HaOPSIKY, 30Kpema IIpu
OIMEepPaTUBHUX BTPYYaAHHSIX, CTOMATOJOTIYHMX MaHi-
MyJasiuisiX. AHTU(hIOPpUHOJITUYHI MpenapaTy MPUTHi-
YyIOTh KOHBEPCIilO MJIa3MiHOIE€HY B MJa3MiH, MEHII
e(eKTUBHI B JIIKyBaHHI TOCTPUX aTaK aHTiOHEBPO-
TUYHOTO HAOpsKy, HixX aHaporenu [18]. Tpanekca-
MOBY KHCJIOTY TIpU3Ha4aloTh y 103i 20—40 mr/Kr Ha
o0y y 2—3 mpuitMaHHS IIPOTATOM S5 THIB 10 Ta 2 THIB
MicJist XipypriyHOro BTpyYaHHS.

OcTaHHIMU poKaMu B 0araTboxX KpaiHax JJIsT 3a-
MicHoi mepanii eocmpux amaxk aHTiIOHEBPOTUYHO-
ro HaOpsKy, a TaKOX i3 MeTOl0 MpOodiJaKTUKU MpU
XipypriuHux BTpPyYaHHSIX i CTOMATOJOTIYHMX Ma-
HINyJsLisIX 3 YCIIiXOM 3aCTOCOBYIOTh KOHIEHTpaT
Cl-iHri6iTopa (6epuHepT) a60 pekombiHaHTHUM C1 -
iHrioiTop (pykoHecr) (tab6iu. 2). [IpemapaTtu 3amooi-
raloTh PO3BUTKY HAOPSKiB Ta yCYBalOTh iX NMPOSIBU B
MaLi€HTIB i3 CNAJIKOBUM aHTIOHEBPOTUYHUM HaOpsI-
KoM [6, 9, 10, 14]. Konuenrpar Cl-iHriGitopa mnpu-
3HavaioTh y 103i 10—20 MO/xr (3a3Buuaii 500 MO).

Ta6nuus 2. lNMpenapartv Ans NiKkyBaHHS CNagKOBOro aHrioHeBPOTUYHOro Habpsiky [18]

Llinax BBegeHHA

NMoka3zaHHA

MpenapaTtu
KoHueHTpaT ntoacbkoro C1-iHri6itopa
bepuHepT
UnHpans

BHYTPilWHbOBEHHMI

[ocTpi aTaku, TepMiHOBa M NOCTIiMHa
npodinaktuka

Pexkom6iHaHTHWUI CL1-iHri6iTOp (PYKOHECT)

BHYTpilUHbOBEHHMI

[ocTpi aTakm

AHTaroHicT peuLenTopiB 6paanKiHiHy MigwkipHmm [ocTpi aTaku

IkaTMGaHT (dipasup)

IHriGITOp Kanikpeiny MigwKipHmm [ocTpi aTaku

ExkanaHTng (Kanbitop)

ATeHyMoOBaHi aHAPOreHn MocTinHa npodinakTMka
[aHazon* BcepeanHy

CraHo3onon BcepeanHy

AHTUOIOPUHONITUYHI NpenapaTu
TpaHeKkcamoBa Kucnota*

BHYTpilWHbOBEHHUI
Bcepeanny

[ocTpi aTaku, NocTiMHa npodinakTMka

lMpumitka: * — 3apeecTpoBaHi B YKpaiHi.
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OcTaHHIMU pOKaMM B TOPOCIUX MAli€HTIB i3 METOIO
JIIKyBaHHS aTaK aHTiOHEBPOTUYHOTO HAOPSIKY 3aCTO-
COBYIOTb iHIOITOp pelenTopiB OpaAuKiHiHY — iKaTH-
6aHT (dbipasup) y a03i 30 Mr miamKipHo (3a HEOOXi-
HOCTi BBOASTH 10 3 mo3 mpemaparty) [8, 9, 11]. OmHak
npernapatu Cl-iHribiTOpa Ta AaHTarOHICT PelEeNnTOpiB
OpanuvkiHiHy B YKpaiHi Ha CbOTOJHI HE 3apeeECTpOBa-
Hi. 3a BimcyTHOcTi mpemnapaTtiB Cl-iHridiTOpa Ta aH-
TAroHiCTiB pelLenToOpiB OpaaguKiHiHY J1s HEBIIKIAI~
HOI Teparrii TSoKKUX HaTladiB HaOpsIKYy 3 JoKaJli3alli€o
B IiJSIHLII TOJIOBU Ta ILIMi, HAOPSIKY TOpTaHi BBOJSTH
aapeHaniny rigpoximopua 0,1% y mosi 0,3—0,5 mn
MiJLIKipHO, MOKa3aHe BHYTPilIHbOBEHHE BBEICHHS
aHTU(diOpuHOMITUYUHUX TipenapaTiB [1]. I3 meroro
mepanii eocmpux Hanaodié HAOPSIKY MOXIUBE ITIepe-
JUBaHHS KpiokoHcepBoBaHoi Tasmu (10 mu/xr),
OIOHAK IIelf MEeTOH iHKOJU CYIPOBOIKYETHCS IOTip-
ILIEHHSM CTaHy Mali€eHTa BHACHIAOK 30iJbIIEHHS K
piBHs Cl-iHribiTOopa, TakK i KiJIbKOCTi iioTO cyOCcTpa-
Ty, a TaKOX BMCOKMM PHU3UKOM Ilepenadi BipyCHUX
iHpexkuin (rematutu, BIJI). 3 MeTolo nikyBaHHS
JIETKUX a00 CepeIHbOTSIKKUX aTakK HaOpsSIKy Mpu3Ha-
YyaloTh aTeHyloBaHi aHaporeHM (maHazos 10 MT/KT)
abo TpaHEeKCaMOBY KHUCJIOTY BCEPEAUHY MPOTIATOM 48
ronuH [13].

KAiHIYHM BUNAQAOK CNOAKOBOTO
CHriOHeBPOTUYHOTO HABPSAKY

Xnonuuk, 16 pokiB, CKap>KUThCSI Ha YacTe HAOPSI -
KaHHS pyK — /10 3 emi30/iB Ha Micsllb, TIepeBakHO
TicJIsT He3HAYHOI TPaBMU YU (Pi3WUHOTO TepeBaHTa-
KeHHsT (3aiiMaeTbesi Oacketbosiom). Habpsk kwuc-
Tell PyK YTPUMYETHCS MPOTATroM 2—4 NHIB, MUHAE
CIIOHTAaHHO. 3 aHaMHe3y: Yy Billi 2 poKiB 3’IBUBCS
peuuauBHUI HaOpsK cton. Hamani cnocrepiranucs
YUCJEHHI MOBTOPHI emMi3oAu HaOpsAKy 00JnUYsl, KiH-
LIiBOK, CTaTeBMX OPraHiB MiCJsl HE3HAUYHUX TPaBM,
CTIIOPTUBHUX 3aHsATh. HaOpsik He CympoBOIKYBaBCSI
BUCHITKOIO, CBepOeXeM, MiJBUIIEHHSIM TeMIlepaTy-
pu tina. Kisbka pasziB Ha pik XJIonM4rKa rocriTtanisy-
BaJi 3 MPUBOAY aOMNOMiHAJIBHOTO OO0, HEPIAKO 3
O1I0BaHHAM 1 niapeero. TpuBanicTh abgOMiHAIbHUX
aTak — 2—4 nHi. 3a ocTaHHili piK BiIMiueHO JBa eITi-
3011 HAOpSIKy TOpTaHi Micas eMOLiiiHOro cTpecy, 3
MPUBOAY YOTO MalliEHT OTPUMYBAB JIIKyBaHHS Y Bif-
JieHHI iHTeHCUBHO1 Tepamnii. [1o3uTUBHUI epeKT y
JIIKyBaHHI Malli€eHTa AaJ10 BHYTPilIHbOBEHHE BBEICH-
Hs €-aMiHOKaIIPOHOBO1 KUCJIOTH.

Y ciMeitHOMy aHaMHe31 — BUTIAAKWA PEIIUIUBHUX
HaOpsKiB y Matepi Ta ii pigHoi cectpu. Habpsaku miki-
p¥ B POAMYIB XapaKTepU3YBAIMCS MEHIIIOIO 4acTO-
TOIO Ta iIHTEHCUBHICTIO.

ITimo3pa Ha cragKoOBUiI aHTiIOHEBPOTUYHUI Ha-
OpsIK BMHUKJIA TIiCJs8 TIEPIIOro €Mi3ony HaOpsKy
ropraHi. aHi nmocligXeHHS pPiBHS KOMIIOHEHTIB
KOMILJIEMEHTY: 3HMXeHHs piBHS C4, HOpMalbHUIA
piBeHb CIl-iHribiTopa Ta 3HUXEHHS MOro (PyHKIIi-
OHAJIbHOI aKTWUBHOCTI Giibine HixX Ha 50 %; piBeHb
C4 — 2,1 mr/on (10,0—40,0 mr/mn), piBenr Cl-
inrioiTopa — 21,7 mr/nn (23,0—41,0 mr/mn), akTuB-

HicTb Cl-iHribiTOpa — 24 Mr/mn (42,0—56,0 Mr/m).
VY manieHTa BUSIBICHO BUCOKMII piBeHb Cl-ecTepasu:
192 Ox (70—130 Opm), 1o CBiZYMTHh MPO HAAMIipHY
aKTUBAIliI0 KJIACUYHOIO LLISIXY KOMILJIEMEHTY Ha TJi
HegocTaTHbO1 PyHKLii Cl-iHridiTopa. PiBenp C3 —y
Mexax Hopmu, 116,7 mr/ma (90,0—180,0 mr/m).

Ha nincraBi KaiHiYHUX AaHUX i pe3yabTaTiB Ja-
GopaTOPHOIO AOCHIAXKEHHS B MalliEHTa BCTAHOBJIEHO
JliaTHO3 CITaJIKOBOTO aHTiOHEBPOTUYHOTO HaOPSKY
IT Tumty. 3 meToto podinakTUKU €Mi30aiB HAOPSIKY
PEKOMEHIOBAHO TIOCTiifHE TIpUMMaHHS daHa30Jy
B 103i 200 Mr omuH pa3 Ha H00y. 3 METOI0 eKCTpe-
HOI Npo(dIIAaKTUKYU MiJ Yac XipypriuHuUX BTpy4YaHb i
CTOMATOJIOTIYHUX MaHIMyJsALili Mpu3HAYeHO aHTHU-
¢GiOpuHONITUYHI TIpenapaTu (g-aMiHOKAIIPOHOBY
abo TpaHEeKCaMOBY KMCJOTY) i JaHa30Jl Y HalBMILil
n03i 600 Mr Ha 100y 3a 3—5 nHiB 10 omeparii. Mox-
JIUBICTb TIPOBENEHHS JiKyBaHHS i NpodilakTUKu
TOCTPUX aTak HAOPsKy TOpTaHi B TMalliEHTA 3a IOTO-
MOTOI0 TIpeTiapaTty 3 HauOinbIIow e(PeKTUBHICTIO —
koHueHtpary Cl-inriditopa B Ykpaini Ha cbOromHi
BIJICYTHSI.
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HACAEACTBEHHbI AHTMOHEBPOTUYECKMIA OTEK

Pesiome. HacnencTtBeHHBI aHTMOHEBPOTUYECKUIA OTEK —
penkoe 3abosieBaHue, OOYCIOBIEHHOE BPOXICHHBIM Iedu-
mutoM Cl-uHruburopa. KnmHuueckue mposiBaeHus 3a00J1e-
BaHUSI — PELIUIMBUPYIOLIME SITU30/bl aHTMOHEBPOTUYECKOTO
oTeKa, KOTOpble MaHUMECTUPYIOT B IETCKOM MJIU TIOAPOCTKO-
BOM BO3pacTe, Yallle BCero JOKAIU3YIOTCS B TIOIKOXKHOM KIIeT-
yaTke (KOHEYHOCTH, JIUII0, TYJIOBUIIIE, TOJIOBbIE OPTaHbI) WU
B MOJICIM3UCTOM CJIO€ (KMIIEYHUK, TopTaHb). OTeKW ropTaHu
SIBJISIIOTCSI TIOTEHIIMAJLHO OMACHBIMU JUTS JKW3HU TTallMeHTa.
PanHsa quarHocTrKa O3BOJISIET MPOBOIUTH CBOEBPEMEHHYIO
afieKBaTHYIO Tepamnuio u npohuIakTUKy aHTMOHEBPOTUUECKO-
ro oreka. B ctatee mpuBeeH ciryyaii HacaeICTBEHHOTO aHTHO-
HEeBPOTMUYECKOTO OTeKa C MaHM(becTaleil B paHHEM JIETCKOM
Bo3pacTte. OMMCAHHBIN CiTy4ail A€MOHCTPUPYET CIOXHOCTH
JUATHOCTUKU U JICUEHUS HACJeICTBEHHOTO aHTMOHEBPOTUYE-
CKOTO OTeKa.
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otek, C1-uHrubuTOp, ACTHU.
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Volokha A.P.
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named after P.L. Shupyk, Kyiv, Ukraine

HEREDITARY ANGIOEDEMA

Summary. Hereditary angioedema — a rare disease caused
by a congenital deficiency of Cl-inhibitor. Clinical manifesta-
tions of the disease — recurrent episodes of angioedema, which
manifest in childhood or adolescence, more often localized in
the subcutaneous tissue (limbs, face, trunk, genitals) or submu-
cosa (intestine, larynx). Swellings of the larynx are potentially
harmful to the patient’s life. Early detection enables to carry
out timely appropriate treatment and prevention of angioede-
ma. The paper presents a case of hereditary angioedema with
manifestation in early childhood. The case study demonstrates
the complexity of diagnosis and treatment of hereditary angio-
edema.

Key words: hereditary angioedema, Cl-inhibitor, children.
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