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AHrioHeBPOTMYHUN HAOPSK.

HrioHeBpoTHYHUIT HAOpsak (AHH) — 1e TpaH3u-

TOpHA CYAMHHA pPeaKilisl IMMO0OKMX TKAaHUH IIKipKu

Ta MiAKipHOI KIITKOBUHU 200 CIM30BUX i MiACIN-
30BUX TKAHUH i3 JIOKAJbHO MiABUINEHOIO MPOHUKHICTIO
KPOBOHOCHMX CYIVH, 1110 IIPU3BOINTD 10 HAOPSKY TKAaHUH
[1]. 3 xniniunoi Toukm 30py, AHH 4dacTo € xpoHiunum 3a-
XBOPIOBAHHSIM 3 HAOpsIKaMu, sIKi BAHUKAIOTh JIeKiIbKa pa-
3iB IIPOTSTOM XKUTTSI XBOPOTO, YaCTIIlIe OMHOTO pa3y Ha piK.
OcraHHi repeBaxKHO € MPOosIBAMU aJIePTiYHUX peakiliii, Ha-
MPpUKJIIaM, y KOHTEKCTi aHadiIakcii BHACTIIOK BILUIUBY ajlep-
reny. Tyt mu 3ocepenumocst Ha opmax AHH, sxki npo-
SIBJISIIOTBCSl PELIMAMBHUMU HaOpsiKaMU, OCKIJIbKA BOHU €
po0JIeMOol0 TS TTALliEHTIB 1 JiKapiB.

AHH npakTnyHO 3aBXI1 OXOIUTIOE HIKHI IIapy IIKipKu
(nepMy) i MiAMIKipHY TKAHUHY 3 BUCOKUM YMICTOM CyIUH
a00 cIM30Bi 000JIOHKH, TPUBAE Bill KITBKOX TOAMH J0 KiJlb-
KoX JHiB. Y GinbmocTi BunankisB AHH BUHMKae CIOHTaHHO,
ajie Moxe OyTH iHIyKOBaHU pi3HUMHU «Tpurepamu» [1, 2].
VY nauieHriB i3 moBTopHuMHM Haragamu AHH, 1o TpuBatoth
OiTBII HIX 6 THK, eTTi3011 HAOPSIKY BiTOKpEMJIEHI OMMH Bif
OIHOTO 0€3CMMIITOMHUMMU iHTEpBaJaMM Pi3HOI TPUBAJIO-
cti. AHH mikipu 6e3 SIMOK, 4aCTO aCUMETPUIHMI, 31e01i/Ib-
1LIOTO HE CBepOUTH i MOXKe OYTU TOCUTh OOJTIOUUM. 3aJIeXKHO
Binm oxamizawii AHH Moxe cripyunHioBaTy ClIOTBOPEHHSI,

CKnagHuM nauieHT

(iznuHy nuchyHKIIit0, 6ib a00 0OCTPYKILIiIO AUXATBHUX
IUISIXiB, TUM CAaMUM MOTipIIYIOYM SIKiCTh XKUTTS IMAlli€HTIB.

Pospizusiiors AHH, onocepenkoBaHuii Memiatopamu
MAaCTOLIMTIB, 30KpeMa ricraMiHoM (aHII. mast cell mediator-
induced AE (MCM-AE) a6o 6paaukiHiHoM (aHr1. bradyki-
nin (BK)-mediated AE (BK-AE), i AHH, obymoBneHuii He-
BimoMMUM MeniaTopoM (MpUYMHOI0) (AUB. Tabauio) [3, 4].

XpoHiyHa KpOINMB’IHKA € HAUMOIINPEHIIINM 3aXBOPIO-
BaHHSIM, sike TIposiBisieTbest AHH, onmocepenkoBaHuM Me-
nmiaropamu MacTouTiB [5]. AHH vacriiie BuHMKAE y mari-
€HTIB i3 XpOHIYHOIO CIIOHTaHHOO KponuB’siHKo1o (XCK),
HIX y TAIi€HTIB i3 XpPOHIYHOIO iHIYKOBAaHOIO KPOIB’SIH-
ko10 (XIK). [Mouripenicts XCK y 3araibHiil momyJsiiii cta-
HoBUTHL 10 1,4% [6].

XpoHiYHa KPOIUB’STHKA MPOSIBJISIETHCS TIEPIOIUIHOIO T10-
saBolo myxupiB, AHH a60 00ox 1ux IposiBiB OMHOYACHO.
AHH i3 nmyxupsimu a60 6e3 HUX 3yCTPidyaEThCsI MPUOIN3HO
y 70% mauienris i3 XCK [7, 8], a 6iusbko 10% naiieH-
TiB i3 XCK matots muime AHH 6e3 myxupis [9]. [Tpu XCK
AHH nioB’s13aHmi1 i3 OLIBIIOI0 TPUBAJIICTIO 3aXBOPIOBAHHST
i TskuuM iioro nepebirom [10]. Ognak AHH MeHmr mo-
mmmpeHuii y namieHTiB i3 XIK (Hanpukian, mpu Xxo1oa0Bii
abo0 XOJIiHepriyHiil KponuB’siHILi). Y HEIOAaBHBOMY J1OCITi-
JUKeHHI 46% MAalli€HTiB i3 XOJIiHePriYHOO KPOIIMB STHKOIO,
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Ta6nuus. Knacudpikauis AHH

AHH, onocepeaKoBaHuii 6paanKiHiHoM AHH, onocepepakoBaHuiA AHH, onocepepakoBaHuiA
’ mefgiaTopaMu MacToLmTiB HeBiAOMUM MefaiaTopom
C1-INH gediumnt/ancdyHkuisa C1-INH Hopma IgE- He-IgE- Megiatop
CAH HAH CAH HAH onocepegkKoBaHui | onocepenkoBaHun HeBigoOMMUNI
CAH-nC1-INH
o AM®-AHH. AHH
CAH-1 CAH-KNd1 AHH, 3 aHacpinakcieto. AHH 3/6e3
CAH-2 HAH-C1-INH CAH- HS3§T6 iHOyKOBaHWM AHH 3/6e3 ypTuKapii lgionatnynnin AHH
CAH-ANGPTA ’ iHLWIMK ypTMKapin (kponmB’aHKa)
CAH-MYOF ’ npenaparamm’® (kponuB’aHka)
CAH-UNK

Mpumitkn: HAH — HabyTuin aHrioHabpsk; CAH — cnapkosuii aHrioHabpsk; CAH-nC1-INH — CAH i3 HopmansHum piBHem nC1-INH. CAH-ANGPT1 i CAH-
MYOF 3ymoBneHi MyTaLismu, Ski 3a4inatoTb eHAOTeNi CyauH, i ponb 6paavkiHiHy sk megiatopa cumntomis AHH, oyeBmaHo, € Henpsimoto. CAH-UNK —
CAH BHacnigok Hesigomoi myTadii, iIAFNI®-AHH — aHrioHabpsik, 3yMOBNEHWUI iHriGiTopaMu aHrioTeH3NH-NepeTBOPOBaNIbHOro hepMeHTy. * IHLWi npenapaTu
(6nokaTopu peuenTopiB aHrioTeH3uHy I, rinTUHKY, iHFi6iITOPY HENPUNiI3MHY @60 aKTUBATOPY TKAHWHHOMO NNAa3MiHOreHy) NOTEHLINHO 3aaTHi iHAYKyBaTH

6papvkiHiH-onocepenkoBaHuii AHH.

110 XapaKTepu3yBajacsl 03HaKaMu Ta CUMIITOMaMU, CITpH-
YMHEHUMU IoToBuAiieHHsIM, Maau AHH [11].

Y nauieHTiB i3 xostiHepriyHo Kporus’ssHkoro Ta AHH crio-
cTepiraay 3Ha4HO TPUBATILINI ITepeOir 3aXBOPIOBAHHS Ta Ya-
CTillle BAHMKHEHHSI MO3aIIKipHUX O3HAK i CHMIITOMIB y TO-
PIBHSIHHI 3 TALIiEHTAMU 3 XOJIiHEPTiYHOIO KPOIIUB’ STHKOIO 0e3
AHH. VY pa3i cumnromatiaHoro gepmorpadizmy XIK 3 03-
HaKaMU Ta CUMIITOMaMU, CTIPUYMHEHUMU PO34iCyBaHHSMU,
KOKEH ITSITUI TAlliEHT NoBimomIsiB ipo BuUHUKHeHHs AHH,
110 TIepeBaXKHO JIOKAJTi3yBaBCs Ha MOBIKAaX, HOrax Ta pykax [12].
Kpim xponiuHoi kporvs’siiku AHH, orocepenkoBaHuii mei-
aTopaMy MacCTOLIUTIB, TAKOXK MOXe BUHMKATH TP aHA(iTaKCii.

Y Bunanky xpoHiuHoi kponub’ssHkui AHH i myxupi cripu-
YMHEHI JerpaHyJISIIi€I0 OMACUCTUX KIIITHH i Ti€I0 MeaiaTo-
piB, SIKi BOHY BUIISIOTh, EPEBAXHO TicTaMmiHy. ['icTamin
nie Ha H -penientopu, po3railoBaHi Ha €HIOTEaIbHIX KJli-
TUHAX CYIMH, CTIPUYMHIOIOUY eKCTpaBa3allito (30yTTs Ta Mi-
kpockoniuauii AHH), i Ha ceHcopHi HepBH, 1110 TPU3BOIUTD
10 HEUPOTEHHO1 EpUTEMM Ta CBepOexXy. [eKinbka iHImmx
MeIiaTOpiB OIMACUCTUX KJIITUH, TAKUX SIK JISMKOTpieHU abo
¢dakTop akTHMBallii TPOMOOLIMTIB, MOXYTh CIPUYMHIOBATH
MOAiOHi 1O TicTaMiHy BiAIIOBIi i ITOCHIIOBATH Ta ITOTOBXY-
BaTU 3anajJbHU Mpoliec. 3ay4yeHHs 03MHOMIIIB 10 LIKip-
HUX OISHOK aKTUBAllii Ta JerpaHyJsiil omacuCTUX KIIITUH
y OUIBIIOCTI BUMAIKiB XPOHIYHOI KPOITUB’ THKU CIIPUSIE MOSIBi
IyXMPiB Ta FOTYE HIKipy 10 moganbioro po3sutky AHH [13].

3 TOYKM 30py CUTHAJIIB, SIKi CITPHMSIIOTH aKTUBALI|I Ta IerpaHy-
JISIIET OIACUCTUX KIITHH IIKipY IIPY XPOHIUHIM KPOITHB STHIII,
po3BuTtKy AHH Ta myxupsi, cripaBXHi JerpaHyiIsiTopy OIac-
WCTUX KJITUH CJTiJI BiIPi3HSITHU Bill MOIYJISITOPIB OIACUCTHX KJTi-
TyH. [lepiiti MpU3BOASTh A0 AeTpaHyJIsllii, i TOMy HEOOXimHi ITsT
BUBUIbHEHHS TIPO3anaIbHUX MEIiaTOpiB 3 OMACHUCTUX KITUH
inopanbioro po3sutky AHH. Monynstopu oracucTux KJITHH
3MiHIOIOTh ITOPIT IX YYTJIMBOCTI y LIKIpi i, TAKMM YMHOM, I10-
CIJTIOIOTH PeaKIlifo OMaCUCTUX KIITHH Ha AerpaHyisaTop [14].

JIBa Kj1ac aBTOIMyHHUX aHTUTLI MPU3BOISTh IO Jerpa-
HYJISILIIT oracycTrX KniTvH 1miKipy mpy XCK: cenmdivsi
a"Ttutiya IgE mpotn aBroaHnTureHis [15] i aBTOaHTHUTLIA
1gG 1a IgM npotu IgE a6o anbta-cydonuHuii perierntopa
IgE [16]. CvrHanm, moB’si3aHi 3 iH(EKIIEO, XapuoBi KOMITO-
HEHTH Ta HEMPOTMENTUIN ChOTOIHI PO3IJISNAIOTh SIK MOJLY-
JISITOPU AETPaHYJIsILil omacucTuX KiiTvH. [lcuxiuHuii ctpec
TaKOX BBAXAIOTh PEJIEBAHTHUM MOJIYJISITOPOM aKTUBHOCTI
XCK y 6araTboX MaIi€HTiB.

HeiiponernTrau, siKi BUBUTBHSIIOTBCS ITiT 4ac CTPECOBUX peaK-
1ilA, BUSIBJISIIOTh MOIY/TIOBAJIbHIH €(DEKT Ha OIACUCTi KIITHHI.

AHH, 3ymoBneHunii 6pagrKiHiHOM, MOXe OyTH CIIagKO-
BUM 200 HAOYTUM BHACJIiIOK aOCOIIOTHOTO/BiIHOCHOTO Jie-
¢iuuTy inriditopa Cl-ecrepasu (C1-INH) a6o BHacizok
IHIINX MexaHi3MiB (1uB. Tabauio) [17].

CAH — 11e pinkicHe reHeTUYHO-JeTEpMiHOBAaHE 3aXBOPIO-
BaHHS 3 aBTOCOMHO-JOMiHAHTHUM TUIIOM YCITaJKyBaHHS,
SIK€ XapaKTepU3YEThCI peuuanuBHUMU enizogamu AHH,
1110 3a3BMYAail BUHUKAE Y IIKipi i MiAIIKipHii KJIITKOBHHI a00
C/IM30BUX 00O0JIOHKAX BEPXHiX auxajbHuX musixis (B L)
i muryakoBo-kuikoBoro TpakTy (IIIKT). CAH B yceomy cBiTi
3ycTpivaeThes i3 yactoToro 1:50 000, ajre MoxKe MaTH 3HAYHO
OLJIBIITY ITOIIMPEHICTh Yepe3 HEMPABWILHO BCTAHOBICHUH i~
arHo3. B Ykpaini CAH niarHocToBaHO B 74 TIalLli€HTIB.

CAH-1/2 nop’s13annii i3 myTauieio B reHi SERPINGI,
stkuii Kompye C1-INH [18]. Harenep Bimomo nmonan 700 Bunis
myratiiii reHa SERPING 1, acomiiioBanux 3i CAH-1/2 [19].
Y 6mu3bko 20—25% mallieHTiB 3a 3aXBOPIOBAHHS BilIOBi-
nae nepBuHHA MyTallis de novo SERPINGI [20]. C1-INH
€ iHribiropom cepuHoBoi mpoteasu (SERPIN) i ocHoBHUM
iHri0iTOpOM HeKiabKoX mporea3 KomiuieMeHTy (Clr, Cls),
CEepUHOBOI IIPOTea3u, acoLiiOBaHOI 3 IEKTUHOM, 1110 3B’SI-
3ye MmaHo3y [MASP] 1 Ta 2, kajikpeiHy mia3Mu i aKTUBO-
BaHoro (pakropa 3roptaHHs Kposi XII, a TakoX MiHOpHOTO
iHridiTopa (ibpiHOMITUYHOI IIpOoTea3u IIasminy [21, 22].

['eHeTuHMi1 neeKT IPU LIbOMY 3aXBOPIOBAHHI 3a3BUYaii
npu3Boauth 10 aedinuty C1-INH abo iioro auchyHKIii,
1110 3yMOBJTIOE MOPYIIEHHS PeTyJIsllii aKTUBHOCTI KaJTliKpe-
iHy B I1a3Mi Ta B KiHIIEBOMY ITiICYMKY IPU3BOIUTH A0 IIe-
peBaHTaxkeHHs1 6panukiHiHOM. [lepeBaHTaxkeHHSs Opanu-
Ki"iHOM cripuunHIioe cumntomu CAH.

HwuHi po3mizHaHi Ta FeHeTUYHO iIeHTUDIKYIOThCS TaKi
¢opmu CAH: CAH 1-ro Tumy (MyToBaHuUli I'eH, SIKMI IIPO-
nykye nedopmoBaHuii 6iok C1-INH, sikuit cekpeTyeThCst
HEI0CTaTHbO €(eKTUBHO, 110 MPU3BOAUTH A0 3HUXKEHHS
piBHs i1 aktuBHOCTI C1-INH); CAH 2-ro tumny (MyToBaHUit
TeH, SIKMi Koaye cMHTe3 marosoriudoro 6inka C1-INH, mo
CEKPETYEThCSI B HOPMAJIbHUX 200 TMiABUILIEHUX KiJIbKOC-
TSX, ajie € IUCPYHKIIIOHATLHUM a00 a(pyHKIIIOHATIEHUM).

Taxkox BUAUIIIOTH MyTallil de novo — MyTallii, IO BUHM-
KaloTh Y JIIOAMHU BIIepile, 6e3 ycrnagKyBaHHs. [1pubau3Ho
20—25% nauieHTiB 3 ynepiie BusiBieHuM CAH MoXXyTb MaTi
panie MyTallii de novo, a He criankoBi Mytaiiii reHa C1-INH.
Aute B nesikux nauieHTiB i3 CAH cnoctepiraiotb HOpMajibHY
aktuBHicTh C1-INH. Lli namieHTH MOXyTh MaT! MyTallii
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B TeHi, o Komye ¢akrop 3ropraHHs KpoBi XII (CAH-FXII),
B redi aHrionoetuHy-1 (CAH-ANGPT1), B rexi ma3miHo-
reny (CAH-PLG), B reHi kiniHoreHy-1 (CAH-KNG1), B reHi
miodepininy (CAH-MYOF) a6o B 6-My IreHi rernapuH-Cyib-
(ar-3-O-cynbdorparcdepasu (CAH-HS3ST6), o mpusBo-
IIATH OO0 ITOCWJICHHS IIPOAYKyBaHHsS OpamyKiHiHy. Kpim Toro,
nesiki xBopi Matotb CAH BHac/1inoK HEBU3HAYCHUX MYyTalliii
(CAH-UNK) [2].

AHH y xBopux i3 CAH-FXII, CAH-PLG ta CAH-KNG|
BBAXXAIOTh OMOCEPEIKOBAHNM HATUIIIKOBUM YTBOPEHHSIM Opa-
nukiHiny, Toni sk AHH y xsopux Ha CAH-ANGPT1 1a CAH-
MYOF crnprurHeHi MOIYJISIIEIO BilIIOBITHIX PEeLEIITOPiB
EHIOTEJII0 CyAUH, TTOPYIICHHSIMU Tepeaadi CUTHaITY Bill pe-
LIENTOPIB CYIMHHOTIO eITiAepMaJIbHOIO POCTKOBOTO (haKTopa
(anri. vascular endothelial growth factor — VEGF). XKinku
3HAYHO MePeBaXKAIOTh Cepell TAaKMX IMAIliEHTIB. Y OUIBIIOCTI
xBopux i3 CAH- FXII i yacro y xBopux i3 CAH-PLG 3HauHO
MiIBUILIEHA Yy TIMBICTh 10 €CTPOreHiB [23].

OcHoBHUM MeniaTopoM Ha6psiky nmpu CAH-1/2 € 6panu-
KiHiH — HU3bKOMOJIEKYJIPHUI HAHOMENTU, IKUH YyTBO-
PIOETHCS, KOJIM aKTUBHUM KaJliKpeiH IIa3MU PO3LIETUIIOE
BUCOKOMOJIEKYJISIpHUI KiHiHOTeH [21, 23].

Twunonsa xkminiyHa KaptuHa CAH xapakTepnu3yeThbes nepio-
IVYHYMMU eTlizogaMy HaOpsIKy ITAIIKipHOI a00 MiIcaIM30B01
KJIITKOBUHM 3 Oy/b-5IKOIO JIOKali3alli€lo (HailuacTile KiH-
LiBOK), a TAKOX HaIlalaMy iHTEHCMBHOI'O OOJIIO B XXHBOTI.
BusnauenHs konneHnTpaiii 6iika C1-INH, dyskiii C1-INH
i koHueHTpauii C4 y cupoBaTLii/Iuia3Mi KpoBi BUKOPUCTOBY-
totb 11t giarHoctuku CAH-1/2. TIpu poBeneHHi LIMX TPhOX
TECTIiB HiarHOCTUYHA TOYHicTh BusiBiieHHsI CAH-1/2 € Bu-
100 TTOPIiBHSIHO 3 BUKOPMCTAHHIM OIHOTO 3 HUX [22—26].

ITpu CAH-1, gxuii oxorutioe 6Ju3bKo 85% mallieHTiB
i3 CAH, xonuentpauis i pyakuigs C1-INH € Hau3pkumu
(<50% Bin Hopmu). ITpu CAH-2 konneHTpais C1-INH
€ HOPMAaJIbHOIO 200 IMiABUIIEHOIO, Tomdi K (yHKIIisa Cl1-
INH 3HmkeHa (<50% Hopmu). PiBenb C4 y mallieHTiB
i3 CAH-1/2 3a3B14aii HU3bKMIA, ajie IOT0 Yy TJIMBICTb i KJTi-
HiuHa crienundivHicTh K Mapkepa CAH € ooMmexxeHnMu
[22—28]. Came ToMy 1010 BU3HAYEHHS 3 METOIO JIMIIIE [Ti-
arHoctuuHoro ckpuHiHry CAH-1/2 He peKOMEeHI0BaHO.

CekseHnyBaHHs1 reHa SERPING1 moxe O0yTu 10LiTbHUM
npu obcTexeHHi aesskux nauieHTiB i3 CAH-1/2 (y Tomy
YUCJIi TijT Yac MpeHaTaabHOI NiarHOCTUKM), TIPOTe GioXiMiu-
Huii aHani3z Ha C1-INH edekTuBHUMIA i MEHIIT JOPOTrOBapTic-
HUI, HiX reHeTu4He TectyBaHHS [29]. CekBenyBaHHs JJTHK
MOXe IPOIYCTUTH MYyTallil, SIKi IIPU3BOASITH 10 YTBOPEHHS
MPUXOBAHMX AUISTHOK crutaiicuHry. [IpoBeneHHsI TeHe T4~
HOTO TEeCTYBaHHS MOXe OYTU IOLITbHUM Y KOHKPETHUX BU-
MmajKax, HalpuKIiam, Mpyu Mo3aivHUX hopmax.

AHH moxxe BuHMKaTy BHac/IimoK Hadyroro aedinury Cl1-
INH (HAH-CI1-INH). Lle BinOyBa€eTbcsl uepe3 mocuieHuin
katabomizm C1-INH, xomu gerpanmaris C1-INH Bunepemkae
cunre3 HoBoro C1-INH. IMauientn 3 HAH-C1-INH yacro
MaroTh OCHOBHE JliMompotichepaTuBHE 3aXBOPIOBAHHS, SIKE
TIPY3BOIUTB JI0 MTOCTIHOI aKTUBALlii KOMILIEMEHTY 3a KJIacH4-
HMM IIUISIXOM i3 HacTynmHuM BrucHaxkeHHsIM C1-INH. V mesxux
nauienTiB i3 HAH-C1-INH MoxXyTh BUpOOIATUCS aBTOAHTU-
tia mo C1-INH, 110 3HmXye #oro piBeHb i aKTMBHICTb. K
i CAH-C1-INH, AHH y nauientiB i3 HAH-C1-INH xapak-
TEPU3YETHC MABUIIICHMM piBHEM OpanyKiHiHy B 11a3mi [30].

Hao6yruii nediuur C1-INH MoxXe BUHUKHYTH TIpU TIpU-
iiomi iATI® i mpussectn 1o AHH (HAH-ATI®). ATID €

MpOTeas3olo, sika po3ueruitoe OpaavkiHiz. [1pu iHriOyBaHHi
AII® nopyuiyeThest aerpaaaiist OpaguKiHiHy, L0 CIIPUSIE
po3sutkKy AHH. IMoBizomiisuiocs, 1110 B MALIiEHTIB, SIKK TIPU-
iimaroTh IATI®, ciocTepirany migBUILIEHWI PiBeHb OpaauKi-
HiHy B IJ1a3Mi KpoBi. [HTiGiTOpYM TUIIENTUIMIIIENITHIA3 -4
a00 iHTi0iTOpY HENMPWII3UHY (HEUTpaIbHOI €HIOIETUIA3H),
SIKi TAKOXX BUKOPMCTOBYIOTH Y JIiIKYBaHHI TillepTeH3ii, MO-
2KyTh 3HAYHO 30UIBIIyBaTH CXWIBbHICTE 10 AHH, criprunne-
HOTO JIiKapCbKUMM 3acobaMu, y moegHaHHi 3 iATTD [31, 32].

BpanukiHiH € Ba30aKTUBHUM HAHOIEOTUIOM, SIKWI1
cripusie Bazoauiaratii uepe3 B2-penenrop 6panukiHiny [1,
2, 3,22, 25]. KanikpeiH-KiHiHOBa crcTeMa SIBJISIE COOOIO TIpe-
KaJliKpeiH, KaJTIKpeiH Ta BACOKOMOJIEKYJIIPHUI KiHiHOTEH.
KaikpeiH mia3Mu yTBOPIOETBCS 3i CBOIO HEAKTUBHOTO IIPO-
€H3UMY TIpeKaTiKpeiHy, SIKUii aKTUBYEThCS TIPOTEa3010 KaJli-
KpeiHy IUIa3MU i aKTUBOBAaHUM (paKTOPOM 3rOpTaHHsSI KPOBi
XII, s1Ki, CBOEIO YEPro0, MOXYTh AKTUBYBAaTHCS IPU KOH-
TaKTi 3 HETaTUBHO 3apsIKEHNMU ITOBEPXHIMU IPEAMETIB a00
KIITUHHUX CTPYKTYp. Lleit Kackan po3lIeIiioe BUCOKOMO-
JIEKYJISIpHUI KiHiHOTEH i3 BUBUIbHEHHSIM OpamaukiHiHy [33].

C1-INH iHribye kanikpeiH 1ia3Mu i akTHBOBaHUI (hak-
Top 3ropraHHs XI1I 1UIsIX0M 3B’SI3yBaHHS 3 IXHIMU aKTHB-
HUMU LIEHTpaMU, TAKUM YMHOM iHAKTUBYIOUM iX. BpagukiHiH
posuieroeTbess AIID (KiHiHA3010-2), KApOOKCUIIETITH-
nazo N, HEUTpaTbHOIO €HAONEeNTUIA3010, TUNENTHIN -
nmentuaasolo 1V i aminonenTuaasoo P, mo nmpusBoauts
IO HaI3BUYAHO KOPOTKOT'O MEPiOIy MOro HaIliBBUBEACHHS —
om3pko 17 ¢ [3].

K 30iMbIIEHHST BAPOOHUIITBA, TaK i MPUTHIYEHHS pO3-
namy MOXYTb CIIPUIMHUTY HAIJIMIIOK OpaauKiHiHYy 3 pO3-
BuTKOM AHH. BuBinbHeHHs OpaauKiHiHY 4epe3 peuenTop
OpanukiHiHy B2 mpu3BoauTh 40 MiIBUIIEHHS CYIUHHOI IIPO-
HUKHOCTi, HAKOITMYEHHS PiTUHU B MiXKKJIITUHHOMY TPO-
CTOpI MiAIIKipHUX, MiACIN30BUX TKAHUH sS3MKa, TOPTaHi,
POTOTJIOTKM, M’IKMX TKAaHWH iHILIMX JIOKaJli3alliil Ta BHY-
TPIIIHIX OpraHiB, 110 IIPU3BOIUTH 10 OPATUKiHIH-3a7€XKHOIO
AHH [3, 33]. [Ipore BUHMKa€E GaraTo MUTaHb 111010 TiarHOC-
THKU, TIepeOiry Ta JiKyBaHHS LIbOTO 3aXBOPIOBAaHHS y pasi
TUIOBOI KJIiHIYHOI KApTWHU Ha TJIi HETaTUBHUX PE3YJIbTaTiB
crienivHIX MapKepiB IIpU JJaOOpaTOPHOMY JOCIiIKEHHI.

KniHiyHui BUNnapok

Ha xadenpi nepmarosnorii, ajeproJorii, KJIiHi4HOI Ta J1a-
GopaTopHol iMyHoJI0ri1 criocTepiraerbes mamieHt 1980 p. H.
3 nposiBamu AHH, 3i ckapramMmu Ha pellMIMBHI HaAOpSIKK 00-
JINYYS1, KiHIIBOK, SIKi iHKOJIM CYIIPOBOIKYIOTBCSI CBepOe-
3KeM, TIPY LIbOMY TPUBAJIiCTh HAOPSIKiB Bapilo€ Big 6—12 rox
no 2—3 ni6. CiMeiiHuii aHaMHe3 He oO0TskeHuii. Bepiie
CUMIITOMU 3’IBUJIVICS 3 POKU TOMY.

I[TamieHT MpoOMIIOB OOCTEXEHHS: 3araJbHUM aHa-
JIi3 XpoBi — 6e3 0coOJIMBOCTEM, iMyHOMEpPMEHTHHUIT aHa-
i3 (IMPA) Ha BIJI — He BusiBneHo, peakiisg Baccepmana
(RW) — HeraTtuBHa, peHTTeHOCKOIIisI OpraHiB IpyaHOI
kiitku (OI'K) — nereni a cepiie 6e3 3MiH.

¥V 3B’43Ky 3 TM, o AHH Moxe O0yTy omHUM i3 KJTiHig-
HUX MPOSIBIB CUCTEMHOTO 3aXBOPIOBAHHS CIIOJIyYHOI TKa-
HUHMU, IJISI 10r0 BUSIBJIEHHSI a00 BUKIIFOUEHHSI XBOPOMY
BU3HAYMJIA Y CUPOBATIIi KPOBi peBMaTOITHUN (HakTOop —
B Me€Xax HOPMH, KiJIbKiCHO iMyHOTYpOiZTUMETPUIHUM Me-
TomOM Bu3Havyaau C-peakKTUBHUI TPOTEiH — 4 MT/JI Ta aH-
tuctpenroiizud O (ACJIO) — 100 mOn/n, meronom 1DA
BM3HAYaJIM PiBHI aBTOAHTUTLI 00 nBojaHiorosoi JHK
(anr. anti-ds-DNA) — 17 On/ma Ta 10 OIHOJIAHIIOTOBOT
JHK (anrm. anti-ss-DNA) 12 Ol /mJ.
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s oiHKM (PYHKIIIT IIIMTONOMIOHOI 321031 B CUPOBATIIi
KPOBi KiJIbKiCHO METOAOM XEMiJIIOMiHECIIEHTHOI'O iMyHO-
aHaJTi3y BU3HAYaIM KOHLIEHTPAILil0 TUPEOTPOITHOTO TOPMOHY
(TTT) — 3,8 MkOm/MJ1, aHTUTLJT IO PELETITOPiB TUPEOTPOITHOTO
ropMoHy ctuMymoBaIbHUX (AT-p-TTT ctumyo.) — 0,32 On/n,
AHTHUTLI 10 Miestorepokcraazu — 6,0 Om/Mit; iMyHOXeMiToMi-
HECLIEHTHMM METOJIOM Ha MiKpo4acTKaxX BU3HAYaIM KOHIIEH-
Tpallii THpoKCuHy BinbHOTO (T4 BisibH.) — 1,14 Hr/m1, Tpuiion-
THUPOHiHY BiibHOTO (T3 BiNbH.) — 2,8 TIr/MJ1.

Bci Bume3azHadeHi mokasHUKY Oyl B MexKax HOPMHU.

J71s1 BUBHAYEHHST CEHCUOLTI3allil 10 XapyOBUX, IMJIKOBHX,
MOOYTOBUX Ta iHIIIMX aJIepITeHiB XBOPOMY IIPOBOIWIN BU3HA-
YyeHHs 3aranbHoro piBHs IgE — 50 MO/Mi (He minBUILIEHWIT),
MYJILTUKOMITOHeHTHUIA I(DA Ha OCHOBI HAHOTEXHOJIOTII HAa MO~
JiekynsspHomy piBHI (ALEX?) — KJTiHIYHO-3HAYYILIOTO MiABU-
ILIEHHSI piBHSI aHTUTIJI IO aJIEPrOKOMIIOHEHTIB He BU3HAYEHO.

Metonom D-HIT (nerpanatiii ricramiHy) BU3HaYWIU piBEHb
aKkTUBHOCTI miamiHokcunasu (JIAO) — 75 HDU/mn (piBeHb
nento 3HmxkeHuit, B Hopmi Buiie 80 HDU (oguHulb gerpa-
nauii ricraminy)/mi). dediumrom JJAO BBaXKalOTh 3HIKEHHS
ii akTMBHOCTI B cupoBaTili Kposi 10 40 HDU/mut i Hukue.
Tomy Bu3HaYeHa y XBOPOTO JEIIO0 3HIXKeHa aKTUBHICTb JIAO
HaMu OyJ1a po3liiHeHa SIK 03HaKa, 1110 MOXe CIIPUSITU BUHUK-
"exnHio AHH. Kpim Toro, He 3aBXnu KiJIbKiCHE BU3HAYCHHS
JAO y kpoBi BinoOpakae akTUBHIiCTb (hepMEHTY y TKaHU-
Hax OpraHi3my i MOXe BiIIIOBiZaTH BUPAaKEHOCTi CUMIITOMIB
HU3bKOI TOJIEPAHTHOCTI JI0 TricTaMiHy Y XBoporo. JlocToBipHUM
METOIOM JiaTHOCTUKY HU3bKOI TOJIEPAHTHOCTI IO TiCTaMiHy
€ mKipHa mpo6a 3 0,1% po3urHOM TicTaMiHy. XBopoMy OYB
nposeaeHuii npuk-tect 3 0,2 mit 0,1% po3uuHy ricraminy.
byJ10 BcTaHOBJICHO 30€peXXeHHSI TaIyJId B MiCLli ajleprornpoou
po3mipoM 8 MM mpoTsarom 50 XB, 1110 Oy/10 PO3LiHEHE SIK 03-
HaKa 3HDKEHHS TOJIEPAHTHOCTI IO TiCTaMiHy.

PiBeHb Tpumnrasu y cupoBaTii KpOBi BU3HAYAIN METO-
oM iMyHoduoopodepmeHTHOro aHatizy (ImmunoCAP) —
8 MKr/n1 (B MexXax HOPMH), IO pa3oM i3 HeraTUBHUMU
pesynbratamMu ALEX?-TecTy cBimumTh mpo BincyTHicThb IgE-
3aJIeXKHOT0 aynepriyHoro mnpouecy npu AHH.

[ToBTOpHMIA aHAJi3 KaJly Ha SIS TJIIMCTIB OyB Hera-
TUBHUI. XBOpOMYy BU3HAUYWIU piBeHb IgG mo reabMiH-
TiB — nmapasutapHa naHeib (IgG mo reiabMiHTIB, acka-
pua, TOKCoKap, JISIMOJIiil) BUSIBMJIA iMyHOJIOTiYHI O3HAKK
iHBa3il Tokcokap (iHmekc 1,4) Ta ackapun (iHmekc 1,2);
piBenb IgG mo Helicobacter pylori — 0,6 On/ma (B Me-
>kax HopMu). bakmociB 3i ciuM30BOi HOca Ta MUTAA-
JIMKiB HE BMSIBUB POCTY IATOT€HHOI MiKpodaopu.
dibporacTpomyoneHOCKOTisI: 03HAKU XPOHIYHOTO TacTpo-
nyoneHity. Y3/l )XOBYHOTO Mixypa: TUCKiHe3is 3a TilloKi-
HETUYHUM TUTIOM.

VY 3B’13Ky 3i cxoxicTio KiiHivHnX o3Hak AHH, 1o cro-
crepiranu y xBoporo, 3i CAH mauienty BuzHavanu: C4-
KOMITOHEHT KOMILJIEeMeHTY — 18,2 Mr/mi (B MeXXax HOpMHU),
koHueHtpatio C1-INH — 19 Hr/mn (y Mexax HOpMH), ak-
tuBHicTb C1-INH — 1,0 ym. on./mi (B Mexkax HopMHu). Takum

YXHOM, MPOBEIEHE TOCTIIKEHHS JalI0 3MOTY BUKJTIOUUTH
CAH sx npuunHy 3aXBOPIOBaHHSI.

AHH, 1o crioctepirajiiv y XBoporo, Ma€ ajiepriyHuii xa-
pakTep. M1oro 0CHOBHMMM TATOTeHETHYHIMY MEXAHi3MaMH €
3HIKeHHS aKTUBHOCTI JJAO, 1110 NpU3BOIUTD 10 3HUXXKEHHS
TOJIEPAHTHOCTI 10 TicTaMiHy. 11eii maroreHeTMYHMI MeXaHi3M
OyB MiATBEPIKEHUI TO3UTUBHUMM PE3yJIbTaTaMU IIKipHOTO
npuk-tecty 3 0,1% po3unHoM rictamiHy. HasiBHiCTb XpoHiu-
HOT'O TaCTPOAYONEHITY, TUCKiHe3il )KOBYHOTO MixXypa 3a Ti-
MOKiHeTUYHNM TUIIOM, JIAOOPATOPHUX O3HAK TeIbMIiHTO3Yy
crpusie MmiaBuilieHoMy yTBopeHHIo rictaminy y LIIKT Ha T
3HIDKEHOI Moro aerpagaiii min BrumBoM JJAQ, 1110 mpu3Bo-
IUTh 10 po3BUTKY HananiB AHH 3a HeiMyHHUM MexaHi3MOM.

[NawieHTy 6iJIO 3aIPOITIOHOBAHO JIIKYBaHHS, SIKE mependa-
yaJjio MpoTunapasuTapHy Tepariio (aiboeHnazon mo 400 mr
IBivui Ha o0y mpotsroM 10 mHiB i3 TOBTOpOM Kypcy uepes 30
ITHIB), aHTUTiCTaMiHHi pernapaty 11 mokoniHHs (GiacTUH 10
20 Mr 1 pa3 Ha 7100y MPOTATOM 3 TIIK), aHTWIEHKOTPiEHOBI
npenapaty (MoHTenykacT 1o 10 mr 1 pa3 Ha 100y IPOTSIroM
1 Mic), xonepeTuku (xodiroxa mmo 1 TabeTwi TprUYi Ha 100y
micas inu). Byno nmpusHaueHe XapuyBaHHS 3 BUKJIFOUEHHSIM
MPOIYKTIB i3 BUCOKMM BMICTOM TiCTaMiHYy: aJIKOTOJIbHi HaIIOi,
BUTPUMaHi CUpY, MApUHOBaHi Ta KBaIlleHi 0BOYi, 0COOIMBO
KOHCEPBOBaHi, prOHi KOHCEPBHU, Y TOMY YHCJIi 31 CKyMOpii a00
TYHLIsI, KOITYeHOCTi (KoBOaca, IIIMHKA, OEKOH, cajisiMi), Maiio-
He3, 6000Bi (HYT, COsI, COUEBHUIIS), OLIET, HOTYPTH, IIIOKOIA
i Kakao, 3eJIeH1I yaii, IUTPYCOBi, aHaHAC, apaxic, TOMaTH, 0a-
HaHU, OaKJIaXKaHW, BUIIHS, IIepellb YIJIi, KOPUIIS, TBO3IMUKA.

[TpoBeneHa Tepartist TpU3BeJia A0 MOJIMIIeHHS CTaHy, aje
peMicist OyJia HeTPUBAJIOIO, 110 ITOTPEOYBaIO IIPOBEACHHS KO-
pexiii Teparii. Mu 3amigo3puiu, 1o npuanHoro AHH y xBo-
pOro Moxe OyTH K HaKOIMYEHHs TicTaMiHy y TKaHSX, TaK
i migBUIllIEHe HAKOMMYEHHs OpaauKiHiHy. Tomy 10 BUllEe-
3ragaHoro JiKyBaHHS OyJia JoJaHa XapuyoBa 100aBKa TicTIao
no 1 karrcyJi IBivi Ha 100y 3a 15 XB 1o mpuiioMy iXi IIPOTsI-
TOM 2 MiC i3 HACTYITHMM 3HIDKEHHSIM 1031 10 1 Karcymu 1 pa3
Ha 100y. OmHa KaricyJia TricTnao MiCTUTb 4,2 MT JiaMiHOKCH-
nasu (10 000 HDU) — depmenTy, sSIKuii 3HIDKYE piBeHb ricTa-
MiHy. 3 METOIO 3HMKEHHSI piBHS OpanyKiHiHY Y TKAHUHAX Op-
TaHi3My XBOpOMY IIPU3HAYWIN TPAaHEKCAMOBY KMCJIOTY B 1031
250 Mr nBivi Ha 10Oy TpUBAJIUIA Yac, 110 CIPHUSLIO rajbMy-
BaHHIO YTBOPEHHSI KiHiHiB Ta iHIINX IIENTUAIB, SIKi OEpyTh
Y4acThb y 3aNajIbHUX Ta ajiepriyHuX peakuisx. JlonaHa Tepartist
pa3oM i3 XapyyBaHHSIM 3 BUKJIIOYEHHSIM IIPOAYKTIB i3 BUCO-
KYM BMICTOM TicTaMiHy 3a0e3Me4Yii TPUBAJTY POpiLIaKTUKY
AHH i mpusBesnu 10 pemicii 3aXxBopIoBaHHS YITPOIOBXK 6 Mic.

TakuM yMHOM, OTpUMAaHi pe3yJIbTaTH CBiAYaTh IPO Te,
mo AHH mozxke Oyt KoMOiHOBaHUM (IIPUYMHOIO MOXe OyTHr
MOETHAHHSI BIUIMBY MeiaTOPiB ricTaMiHy i OpanukiHiny). [Tpu
kombiHoBaHoMy AHH nanieHT moTpeOyroTh KOPEeKILil JIiKy-
BaHHS 3 IPU3HAYEHHSIM TTpeTIapariB, 110 3HVKYIOTb HAKOIH-
YEHHS SIK TiCTaMiHy, TaK i OpaIMKiHiHy y TKAHMHAX OpraHi3My.

Cnucok aimepamypu — y pedaxuii

ANGIOEDEMA. DIFFICULT PATIENT
Bondarenko T.M.!, Nazar O.V.!, Babadzhan V.D.2
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Abstract

The article discusses various types of angioedema (AE), pathogenetic mechanisms of their development, main clinical symptoms, and mod-
ern approaches to the diagnosis and treatment of such conditionsio.A complex clinical case of AE caused by the influence of not only histamine
but also bradykinin is described. With this combined variant of the disease, patients require appropriate therapy targeting the reduction of both

of these mediators.
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