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rajkoBuit aHrioHeBpoTuuHUit HAOpsik (CAH; hered-
itary angioedema) — pifKicHe TeHETUUHE 3aXBOPIO-
BaHHSI, SIKE XapaKTepU3YETbCS PELUIAUBHUMU €ITi-
30IaMH aHTIOHEeBPOTUYHOro HAOPsKy (AH), 1o 3a3Buyait
BUHUMKAE y IIKipi i MAKIPHiA KIITKOBUHI a60 CIM30BUX
000I0HKAaX BepxHix auxaabHux nursixis (BAL) ta mutyH-
koBo-kuilikoBoro Tpakty (LLIKT). CAH € cepito3Hol1o rj10-
0aIbHOIO ITPOOJIEMOIO, OCKIJIBKY 3HAYHO BIUIMBAE HA SIKiCTh
SKUTTS HE JINIIE CaMUX IMalli€EHTIB, a i YWIEHIB iXHiX CiMeH.
Ha croronni Binomo aBa Tumu CAH, cnpuunHeHoro ae-
dinurom dyHKIioHaTIbHOTO OiNKa-iHridiTopa Cl-ecTepasu
(C1-INH; hereditary angioedema caused by deficiency of
functional Cl-inhibitor — CAH -C1-INH), npu sxkux mna-
TO(}i310I0TIYHUM MiATPYHTSAM € abcomoTHUM (Tl 1) ado
BinHocHuit (tun 2) nediuut C1-INH [1, 2], mo npusBo-
IUTH J0 HAIIMIIKOBOI MPOMYKIIii OpaauKiHiHy I aKTUBALIil
peuenTopa 6paaukiHiHy B2. Bee 11e mpu3BoauTh 10 30i1b-
LLIEHHS MPOHUKHOCTI CYIYH i, BIOIIOBIIHO, IIPOCOYyBaHHS
piAMHU B HABKOJIMIITHI TKAHWHU, 110 i cripuunHsie AH [3].
Lle npyrmii meperyisia Ta OHOBJICHHSI MiXKHAPOIHUX pe-
KoMeHpamiil 3 giarHocTuku it MmeHemxkmenty CAH [4,
5], axuit 6yB po3pobieHuit BcecBiTHROIO OpraHizalliero
3 aneprii (World Allergy Organization — WAO) y cniB-
npaii 3 €BponeichbKoIo aKaaeMi€lo ajeprii Ta KIiHIYHOI
imyHouorii (European Academy of Allergy and Clinical
Immunology — EAACI). OHoBieHa Bepcis peKoOMeHaa-
LIl BiAPi3HSETHCS Bil MMHYJIOI pelaKilii Ta iHIIUX KepiB-
HUX NPUHLIUITIB, KOHCEHCYCHMX 3BiTiB i JOKYMEHTIB [6—
12], OCKiIbKM I'PYHTYETHCS Ha OCTaHHIX OMyOJIiKOBAaHUX
nmokasax crocoBHo CAH, a TakoxX Ha JOCBiIi eKCIIepTiB.

Y oHoBieHoMy KepiBHUIITBI BpaXxOBYEThHCSI CUCTEMA
OLIHKM OOCJiIXeHb i peKOMeHIallill s IpOTOKOIiB
AGREE II i MmeTonu, 3anponoHoBaHi poO0Y0I0 TPYITOIO
GRADE [13]. Bignosigxo mo nizxony GRADE, ueit ne-
peryisi BUSHAE, 110 OJHUX JIUIIIE JOKa3iB HEIOCTATHBO IS
OPUUHSTTS PillieHb 100 JIKyBaHHS, TOMY IIPX CTBOPEHHI
peKkoMeHalliii 0yJ10 BpaxoBaHO KOPHUCTD i TiepeBaru, a Ta-
KO KJIiHi4YHi 00OCTaBMHM i TOCBiI €KCIIePTiB.

MeTtoro oHoBJieHOro KepiBHuLITBA € HaJaHHS KJIiHi-
LYCTaM Ta iXHIM IallieHTaM peKOMeHIALlili, IKi JOITOMO-
KYTb IM y IPUAHATTI palliOHaJbHUX PillIEeHb Y MEHEIXK-
menti CAH, nacamnepen CAH 1- i 2-ro tumnis (CAH-1/2).
KurouoBa nipuunHa He 3ocepemkyBarucst Ha CAH 3 Hop-
manbHuM piBHeM C1-INH monsirae B ToMy, 110 115 Oilb-
IIOCTi MAaLi€EHTIB IiarHOCTUKA HEMOXJMBA. ['eHeTUUHUI
aHaJIi3 MOXe BUSIBUTH JIMIIIe He3HAUHY MiArpyIy Nalli€HTIB,
y KOro HasiBHa I1io3pa Ha 1ie 3axBoproBaHHs. OKpiM TOro,
IesiKi JaHi CBigJaTh, 110 pOJib OpaauKiHiHy SIK OCHOBHOIO
MeniaTopa HaopsKy mpu CAH e cymniBHol0. Lle HaBonuThH
Ha AYMKY IIpo HeoOXimHicTh moBTopHOI otinku CAH 3 Hop-
manbHUM piBHeM C1-INH.

YV oHOBJIEHOMY HJOKYMEHTI BUCBITJIEHO 28 peKOMeHa-
i1, 3 sKkux 7 — HOBI, 13 — 3MmiHeHi i 8 — 3anuiKIacs 6e3
3MiH, IOPiBHSIHO 3 MOIEPEIHBOIO PEAAKIIIEI0 JOKYMEHTY.

OCHOBHI ITUTaHHSI, BUCBITJICHI B IMX PEKOMEHIALIisIX:

SAx cnin Bu3Havyaty i kinacudikyBatu CAH?

Ak cnig miarHoctyBatn CAH?

Sk caim nikyBatu nauieHTiB i3 CAH i siki BapiaHTH JiKy-

BaHHSI MalOThb BUKOPUCTOBYBATHUCS?

Axi mini nikyBanus CAH?
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Yu mae nikyBaHHs1 CAH BinpizHSITUCS y TEKPETOBAHUX
rpyM Mali€HTIB, TAKUX SIK IiTH 1 BariTHi/TOay04i KiHK1?
Ak mauienTy i3 CAH TTOBUHHI CTEXUTH 32 aKTUBHICTIO
3aXBOPIOBaHHS?

BaxJIMBO TaKoOX 3a3HAYUTH, 1110 JOCTYI O Cy4acHOI fia-
THOCTUKM 1 Tepartii B nauieHTiB i3 CAH y meBHUX perioHax
cBiTy € oomexeHuM [14]. Lleit meperisia i OHOBJIEHHS pe-
KOMEHaIlili MaroTh HA METi JOIMMOMOITH 3MiHUTH IIE, a Ta-
KOX CIPUSITU IJTOOATIbHOMY BUKOPUCTAHHIO PEKOMEH10Ba-
HUX METO/IB AialrHOCTUKM ¥ JTiKyBaHHS IJIsI BCIiX MAlli€HTIB.

BusHaueHHsi, HOMeHKnaTtypa i knacudikauis

AH — tpaH3uTOpHa CyIMHHA peakKilis ITMOOKHUX IIKIpHUX/
MiIIKIPHUX TKAHUH a00 CIM30BUX/TiICIN30BUX TKAHWH 13 JIO-
KaJIbHO ITiIBUIIIEHOIO MPOHUKHICTIO KPOBOHOCHMX CYIWH, 1110
MIPU3BOIUTH OO0 HAOPSIKY TKaHuH [17—21]. Po3piznasiors AH,
orocepeaKoBaHU OpanyKiHiHOM i/ab0 MeiaTopaMu MacTo-
LINTIB, 30KpeMa ricraminom (ta6i. 1) [22—26]. AH, 3ymoB-
JIEHUIA OpaluKiHiHOM, MOXe OyTH CagKOBUM ab0 HaOyTHUM,
BHACIiI0K abcomoTHOro/BigHocHoro aediuuty C1-INH a6o
BHACIOK iHIIMX MeXaHi3MiB (IuB. Taduuio 1) [27—29].

Ha croronni pi3ni ¢popmu CAH po3mizHaIOTHCS Ta BU-
3HAYAIOThCS TEHETUYHO:

Tun 1 (CAH-1) cynpoBomkyeTbes aedinntom 6inka Cl-

INH, 1110 nposiBisieTbcsi HU3bKUM aHTUTCHHUM i (DYHK-

mioHansHUM piBHeM C1-INH;

tur 2 (CAH-2) po3BuBa€eThcs BHaCHin0K aucdyHkiii C1-

INH, nipu sikomy HasiBHIIT HOpMaJIbHUM (200 IiaBulle-

HUIi) aHTUreHHUi piBeHb Oiika C1-INH, ane nopymieHa

ioro ¢pynkuida [1, 2];

tn 3 — CAH i3 myTattiero B reni XII (pakropa 3ropraHHst

kposi (FXII), mpu sikomy i piBeHb, i pyukuis C1-INH

HOpMaJibHi, TTpoTe MyTalis reHa FXII cnpuunHsie Haa-

mipHe BupooOneHHs Kininy (CAH-FXII) [30, 31];

CAH, acouiiioBaHuii i3 MyTalli€lo reHa aHTiOMOETUHY- |

(CAH-ANGPT1) [32];

CAH, acouiifoBaHnii i3 MyTalli€lo reHa IJIa3MiHOTEHY

(CAH-PLG) [33];

CAH, acouiiioBanuii i3 MyTauieto KiHiHoreHy-1 (CAH-

KNGI) [34];

CAH, acotiifioBanuii i3 MyTalli€io B reHi Miogepainy

(CAH-MIQOF) [35];

CAH, acouiitoBaHuii i3 MyTalli€lo B TeHi rernapaHcCyJib-

daty 3-O-cynbdorpancoepasu (CAH-HS3ST6) [36].

KpiM ToTrO, Y IesaKux Mami€eHTiB OKPEeMO BUIISIOTh
CAH, acouiiioBanuii i3 HeBimomumu myTtanismu (CAH-
UNK). Pizni ¢popmu CAH 3 HopmanbHuM piBHem C1-INH

(CAH-ANGPTI1, CAH-PLG, CAH-KNG1, CAH-MIOF,
CAH-HS3ST6 i CAH-UNK) matotb aesiki criiibHi 3 CAH
KJIiHIYHI O3HaKM i, iMOBipHO, BapiaHTu Teparii [37, 38].

Bimomo Takox kinbka tTumis HAH. HAH i3 medinurom
C1-INH nop’sa3anuii i3 Ha0yTum aedinurom C1-INH
i He acoLiioBaHMI i3 TCHETUYHMMU MyTallisIMU, KJIiHITHO
xXapakTepu3yeTbcst Hu3bkum piBHeM C1-INH. IcHytoTh Ta-
kox Bapiantu HAH, aconiiioBaHoro 3 OpagukKiHiHOM, —
HAH, 3ymoBieHui iHTibiTOpaMK aHTi0TEH3UHITEPETBOPIO-
BanbHOro hepmenty (IAIID-AH; nuB. Tabnuiio 1) [39—44].
Lli Tunmu AH matots aesiki criizibHi 3 CAH ki1iHiuHiI oco01m-
BOCTI i1 BapiaHTH JIiIKyBaHHSI.

MaTodpizionoris CAH
ITaTodizionoria CAH-1/2

CAH-1/2 — piaxicHUI1 aBTOCOMHUU TOMiHYIOUHIi CTaH,
sikuii ypaxkae 6sm3bko 1 Ha 50 000 oci6 [45—48]. CAH-1/2
noB’s3aHuil i3 myTanieio B reHi SERPINGI, akuii Ko-
nye C1-INH [49]. Hateniep Bimomo noHaza 700 BuaiB mMy-
tauii rena SERPING]1, acouiitoBanux 3i CAH-1/2 [50].
Y 6nm3bko 20—25% mallieHTiB 3a 3aXBOPIOBAHHS BiIIOBi-
nae mepBuHHA MyTalis de novo SERPING1 [51-53].

CI1-INH — inri6iTop cepunosoi nporeazu (SERPIN)
i OCHOBHHUI1 iHTiIOITOP OEKiTbKOX MpOTea3 KOMIUIEMEHTY
(Clr, Clsi cepuHoBa mmpoTteasa, acolliloBaHa 3 JEKTUHOM,
o 3B’a3ye MaHo3y (MASP), 11 2) i nporea3 KOHTaKTHUX
cucteM (KajikpeiH ria3mu i Koarymworouunii FXIla), a Ta-
KOX BiTHOCHO APYropsiAHUM iHTi0iTOp (PiOpiHOMITUUHOL
npoTeasu IasMiny [54—56].

OcHoBHUM MeniaTopoM Haopsiky ipu CAH-1/2 € 6panu-
KiHiH — HU3bKOMOJICKYJISIPHUI1 HAHOMIENITUI, SIKUIi TeHEPY-
€ThCS, KOJIM aKTUBHUM KaJliKpeiH IUIa3MU PO3LIETUIIOE BU-
cokomoekysapHuii KiHiHoreH (HMWK) [3]. BpanukiHin
IIBUAKO MeTa0O0Ii3yEThCSI €HAOTeHHUMI MeTaloIlpoTea-
3aMu, cepen sskux AIT®. KanikpeiH rjiasMu akTUBYETbCS
3i CBOr0 HEaKTUBHOIO IIPOSH3UMY IIpeKaliKpeiny (pakTo-
pom npoteaszu XII (FXII), sikuii Moxe JIerKo aKTUBYBa-
THUCS IPU KOHTAKTi 3 HETATUBHO 3apsIIKEHUMM MTOBEPX-
Hsimu. | kanikpein tuiasmu, i FXII inrioyrorses C1-INH.
IligBuIiieHa cyaMHHA IPOHUKHICTD, CIIPOBOKOBAaHA BUBLJIb-
HEeHHsIM OpanukiHiHy ripu AH, MenitoeTbest yepes pener-
Top OpanvkiHiny B2 [56—61].

IMarodisionoria CAH-C1-INH

CAH-nC1-INH — rpyma gyxe piaKiCHUX 3aXBOPIOBaHb,
KJTiHiIYHI mposiBM sikux ayxe cxoxi Ha CAH-1/2 [38]. Ha cy-
yacHomy etari BusHaHo 6 tuniB CAH-nC1-INH Ha oc-
Hogi kmovyoBux mytauiit: FXII, ANGPT1, PLG, KNGI1,

Ta6nuus 1. Knacudikauis AH

AH, onocepefkoBaHuit 6paguKiHiHOM AH.’ onocepeAKosaHuu. Me!:ua'ropv
MepiaTopaMu MacToUUTIB HeBigoMuin
C1-INH pediumnt/amcdyHkuis C1-INH Hopma IgE- He-IgE- Megiatop
CAH HAH CAH HAH OMnocepeKoBaHWA | onocepeaKoBaHUn HeBigoMUi
CAH-nC1-INH
(CAH-FXII, AH
(G nlH e Lt al 3 aHadinakcieto AH 3/6e3
gﬁ::; HAH-C1-INH gﬁ::ﬂggm Q"LL’V'I;TIIVKOB"””” AH s/6e3 ypTUKapii IaionaTiunmii AH
CAH-ANGPT1+‘ npenaparamu’* PERE {kponneaHka)
CAH-MYOF* ’ (kponuB’aHka)
CAHUNK)

Mpumitkn: HAH - Ha6yTuin AH. CAH-nC1-INH - CAH i3 HopmanbHum piBHem nC1-INH. *CAH-ANGPT1 i CAH-MYOF 3ymoBneHi MyTauisMu, ki
3ayinaloTb eHaoTenivi CyauH, i ponb 6pafunkiHiHy Sk Mefiatopa cumnTomiB AH, MabyTb, € HenpsiMoto a6o YMOBHOI. * IHLLI Npenapatwu (61okaTopu
peLenTopiB aHrioTeH3uHy I, riNTUHK, iHFGITOPM HENPUNI3MHY a60 aKTUBATOPW TKAHWHHOIO Na3MiHOreHy) NOTEHLINHO 3aaTHI iHAYKyBaTW 6padyKiHiH-
onocepenkosaHuii AH.
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MIOF i HS3ST6 [30—36]. OgHak y GiTbLIOCTI MALli€eHTiB
i3 CAH-nCI1-INH He MoXHa BU3HAaYUTU MYTallilO TeHY,
a maToreHes Iie MOTPiOHO eTalbHO OXapaKTepu3yBaTH.
IcHyroTh KITiHIYHI JOKa3u, 110 OpaauKiHiH MOXe Bimirpa-
BaTu CyTTEBY posib npu neBHux Tunax CAH-nC1-INH,
0co011BO B mauieHTiB i3 myranieo FXIT i PLG [62, 63],
toni sk CAH-ANGPT1 i CAH-MIOF 3ymoBneHi Myraiti-
SIMU, K1 3a4iNa0Th eHI0TENiH cynuH [35, 64]. Xoua CAH-
nCI1-INH mae nesHi crinbHi 3 CAH-1/2 kiiHiuHI 03HaKU
i, MOXJIMBO, BapiaHTH JiKyBaHHs, 1Ii peKOMeHaallii 30ce-
pemxeni Ha CAH-1/2.

HiarHocTuka

CAH-1/2 cnin 3amigo3puTH, SKIIO B MalliEHTa B aHaM-
He3i HasiBHUI pelMANBHUI HAOPSIK MIKipK (KiHIIIBOK, 00-
a4, reHitaniii), opraniB IIIKT (6onroui cnazmu B xKu-
BOTi i/a00 HaOpsiK ropTaHi). Lls mimo3pa oTpumye nogaTkoBe
MMATPYHTSI, KOJIM MALIIEHTU MOBiAOMJIISIIOTH PO OyIb-sSIKUi
abo BCi 3 nepetiueHuX HXKYe (PaKkTopiB:

OOTSIKEHMII ciMeiTHMiT aHaMHe3 (x04a 110ro Moxe He OyTr

y 25% martieHTiB);

TIEPIII T30 CUMITTOMIB Y TUTSIOMY /T IUTITKOBOMY Billi;

pelMaMBHUI a0JOMiHATBHUNA OiJTb;

Bunanok Haopsaxky BJIILLL;

BiJICYTHICTb peakliii Ha aHTUTiCTaMiHHI TTperapaTu, Kop-

TUKOCTEPOinu adbo emiHepuH;

HasIBHICTh MPOAPOMAJIbHUX O3HAK 200 CUMIITOMIB Tie-

pel HabpsiKoM i/abo

BiJICYTHICTb ypTHUKAapIiB.

IMino3pa Ha CAH-1/2 moBuHHA naTu 3amuT Ha Jabo-
paTOpHi TOCIIIXKEHHS IS MiATBepIKeHHs aiarHosy [10,
65, 66].

Busnauenns ¢pynkuii C1-INH, 6inka C1-INH i C4y cu-
pOBaTIIi/TIa3Mi KpOBi BUKOPHCTOBYIOTH [UIS 1iarHOCTUKH

CAH-1/2 (PexoMennatiist 1; nuB. pucyHok). [1pu npose-
JIeHHI X TPHOX TECTIiB AiarHOCTUYHA TOYHICTh BUSIBICHHS
CAH-1/2 € BU111010 TIOPiBHSIHO 3 BUKOPUCTAHHSIM OJTHOTO
3 HUX [67-70].

PekomeHpauis 1

PekomeHA0BaHO NpoBefEHHS aHanidy KpoBi Ha piBeHb yHKUii C1-
INH, 6inka C1-INH i C4 y Bcix nauieHTiB i3 nigospoto Ha CAH-1/2

3rofa 92%, piBeHb fokasosocTi (P) D

TIpu CAH-1, gkuii oxoruiioe 6Ju3bK0 85% malieHTiB
i3 CAH, xonuenrpauist i pynkuis C1-INH € Hu3bkumu
(<50% Bim HOpMU; Tab. 2). [Tpu CAH-2 xonuentparist C1-
INH € HopMasibHOIO 200 MiABUILIEHOIO, TOMI SIK (DYHKIList
C1-INH 3Hmxkena (<50% nopmu). Pienp C4 y naiiieHTiB
i3 CAH-1/2 3a3Buuaii HU3bKUIA, ajie HOro YyTJIUBICTb i KiTi-
HiyHa crienudivnicTs K Mapkepa CAH e oomexeHumu [67,
68, 70—72]. Came ToMy iOr0 BU3HAYEHHS 3 METOIO JIUIIIE
niarHocTuaHoro ckpuHiHry CAH-1/2 He peKoMeHI0BaHo.

PiBenb C3-kommnoHeHTa koMmruieMeHTy npu CAH 3a3Bu-
Yyail HOpMaJIbHUI, BiAOBiAHO, 1IOT0 BU3HAYEHHS HE J0-
uinbHe. CexBeHyBaHHsI reHa SERPING 1 moxe 6yTu fo1ijib-
HMM TIpY 00CTeXXeHHi nesikux nauieHTis i3 CAH-1/2 (y Tomy
YUCJIi IpU MpeHaTaIbHii JiarHOCTul1Ii), TpoTe OioXiMiuHMI
ananii3z Ha C1-INH edexTtuBHMIT i MEHII IOPOTOBaPTICHUIA,
Hixx reHetnuHe TectyBaHHs [71]. CekBeHyBaHHs JJHK moxe
MOPOITYCTUTH MYTAllii, IKi IIPU3BOISITH 10 YTBOPEHHSI IIPUXO-
BaHUX AUISIHOK cTutaiicuHry. [TpoBeieHHsI F’eHETUYHOTO Tec-
TyBaHHSI MOXe OYTH IOIIBHUM Y KOHKPETHUX BUIIAIKaX,
HanpuKJIaa, Tpu Mo3aiyHuX popmax, AJist TOro 11100 MpoBe-
CTU KOPEKTHY TeHeTUIHY KOHCYJIbTallilo [73, 74].

Pesynbratu pociaigxkeHb, sKi BKa3ylTh Ha
CAH-1/2, moBuHHi OyTHU MiATBEepAXeHi MOBTOPHO,

Mipo3pa Ha CAH

v

®yhkuis C1-INH
PiseHb C1-INH
PiseHb C4

v v

v

®yHkuia C1-INH L
PiseHb C1-INH |

®yHkuist C1-INH |
Pisetb C1-INH H/T

®yhkuis C1-INH — H
PiseHb C1-INH — H

PiseHb C4 | PiseHb C4 | PieHb C4 — H
CimenHuin aHamHes CimenHuit aHamHes
No3nTUBHMI 260 i kay3anbHi MyTaujii
Kay3asbHi myTauii BiACYTHI
Gl CAH-nC1-INH
\ 4 y ¢ +
HAH-C1-INH CAH-1 CAH-2 CAH-nC1-INH AH, iHgykoBaHui
niaTBEpmKEeHUiA niaTBEpAKEHMiA (CAH-FXII ATV
MOBTOPHWM aHari3oM MOBTOPHUM aHasi3oM CAH-ANGPT1 WEITELLATIE,
KpoBi KpOBi lgionatuyHuin AH.
CAH- KNG1 IATID-AH*
CAH-MIOF
Konu B cim’i CAH-HS3ST6
< BigcyTHi BUNagkm I
CAH, a cumntomu CAHUNTS)

BUSBNAOTLCA Nicns
30 pokiB

IMpumitka: H — Hopma. * IHWi npenapaTu (6nokaTopu peLenTopiB aHrioTeH3uHy I, rinTuHW, iHriGiTopy Henpuni3uHy abo akTMBaTOPY TKAHUHHOMO
nnasmiHoreHy) NoTeHUinHO 3aaTHi iHAyKyBaTy 6paaukiHiH-onocepeakoBaHunii AH.

PucyHok. [liarHocTU4YHMI ornsp nauieHTiB i3 nigo3poto Ha CAH
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Ta6bnuus 2. TUNOBUIA AiarHOCTUYHUIA NabopaTopHUMN
npodpinb y nauieHtis 3 CAH-1/2

DyHKUifA PiBeHb 6inka PiBeHb

C1-INH C1-INH 6inka C4
CAH-1 4 1 4
CAH-2 4 H/T 4

IMpumitka: H — Hopma.

Bineasi — B cepTucdikoBaHiii 1aboparopii (PekomeHnaitist 2).
Te came cTOCY€ETBHCA i CynepeuTnBUX Pe3yabTaTiB JOCHTi-
JKEHHS [69].

PekomeHpauis 2

PekomeHA,0BaHO NPOBeAEHHS MOBTOPHOIO TECTYBaHHS

Ha Bu3Ha4eHHs dyHKLUii C1-INH, 6inka C1-INH i C4 nauieHTam

3 nonepeaHbo NO3UTUBHUMM pedynbTaTamMmu 3 METOI NiATBEPAXKEHHS
fiarHody CAH-1/2

3ropna 87%, PO D

CAH npu3BoIuTh 10 YUCASHHUX TOBIYHMX HACTIAKIB 1T
MALi€HTIB Ta YJIEHIB IX POAWHU, CaMe TOMY J1iarHO3 TOBUHEH
OyTHU IMiOTBepIKEHUM (IUB. pUCYHOK). PekoMeHaalist cTo-
COBHO noBTOpHOTro BuzHaueHHs (GyHkuii C1-INH, Bmicty
oinka C1-INH i C4 crocyeTbcs auiiie Io4yaTkoBOro mia-
ruosy CAH. Baxcaueo 3ayeancumu, wo npoeedents noe-
MOPHO20 MeCcMy6aHHs 8 NAUIEHMIE I3 NO3UMUGHUMU pPe-
3yabmamamu He NOGUHHO 8i0Kaadamu NPU3HAYEHHS
mepanii.

OudcpepeHuiriHa giarHocTuka

Hudepenuiitna giarnoctuka CAH-1/2 oxorutioe iHiii
dopmu CAH, nanpuknan, HAH-CI1-INH, iAITI®-AH, AH,
ornocepeIKOBaHUI MeJiaTopaMu MacTOLUTIB (Y MalliEHTIB
i3 XpOHIYHOIO CIIOHTaHHOIO KporuB’stHKoI0 (XCK) 6e3 ma-
myJ, anepriuauii AH), a rakox imionatuunuit AH (nuB. Ta-
oo 1) [52, 75, 76]. Yepes Te 1o marodisionoris i me-
HemkMeHT pisHux opm CAH BinpisHstitorsest Bimn CAH-1/2,
BaXKJIMBO BCTAHOBUTH MPABUJIbHUI 1iarHO3 3aXBOPIOBAHHSI.

Ha cyyacHomy etani CAH-nCI1-INH MoxHa giarHoc-
TyBaTH JIMIIIE 3a JOIOMOTOI0 TeHETUYHOro aHai3y. Tak,
Cy4YacHi peKOMeHallil perjJaMeHTYyIOTh MalliEHTaM i3 HOp-
ManbHuM piBHeM i pyHkiiero C1-INH nmpoBoauty reHeTny-
Huii aHani3, sikuit oxorunroe CAH-FXII, CAH-ANGPT],
CAH-PLG, CAH-KNG1, CAH-MIOF ta CAH-HS3ST6
(Pexomenpaiis 3) [30—36].

PekomeHpauis 3

PekomeHpoBaHO nauieHTiB i3 nigo3poto Ha CAH i HopManbHUM piBHEM
i pyHkuieto C1-INH pocnigxyBaTu Ha HasiBHICTb BiJOMMX MyTaLii, Wo
nexatb B ocHoBi CAH-nC1-INH

3rona 91%, PO D

HAH-CI1-INH, To6To peunausauit AH BHacigok Ha0y-
toro nedinuty C1-INH, 3ycrpivaerscs pime, Hixk CAH-1/2.
Cumnromu ipy HAH-C1-INH HaranytoTs cUMIITOMY TIpU
CAH-1/2, a 6a30Bui1 JiarHOCTUIHMIA TAOOPATOPHMIA TPODITH
(pynkuia C1-INH, 6inok C1-INH, C4) He BinpizHsieTbCst
Bim CAH-1. BinMiHHOCTI ITOJISITaIOTh Y IOSIBi ITEPILINX IIPO-
SIBIB y Ti3HIIIOMY Billi, IEPBUHHUX 3aXBOPIOBAHHSIX, TAKUX
sIK JTiMboMa abo JOOPOSIKiCHAa MOHOKJIOHAIbHA TaMMaIlaTis
(MGUS), HeperyasipHUX KOHCTUTYIIIOHAJIbHUX CUMITTOMAaX
(B-cumnromn) i yacto 3HrkeHoMy piBHi Clq [39, 44, 79, 80].

BusnauenHs pisHst Clq ciig mpoBoauTu npu obcre-
xkeHHi nauientiB Ha HAH-CI1-INH, ocobauBo 1e crocy-
€ThCs 0Ci0, siKi MatoTh HoBU emnizon AH micis 40 pokis
i ooTsexeny criankoBicTh. [1Ipu CAH piBens C1q mpakTudHO
3aB3K/IM JIMIIAEThCSI HOpMaibHUM [44], Toxi sik mpu HAH-
CI1-INH y 75% nauienTiB BiH 3HmkeHuii [81, 82]. PiBeHb
Clq npu HAH-C1-INH moxe 0yt HOpMaJabHUM, 30-
KpeMa B Malli€HTIB, SIKi MIpUiIMalOTh aHA0OIiYHI aHAPOTeHU.
baraTto nauienTiB i3 HAH-C1-INH matoTbh aBTOiMyHHi aH-
TUTINA, sKi ge3aktuBytoTh C1-INH [79, 83].

[TamienTy 3i BcranoBineHuM iAIT®-AH nosuHHI OyTH 00-
crexxeHi Ha HasgBHicTH CAH-1/2, OCKiJIbKM PO3BUTOK €ITi-
301iB AH micist mouatky jikyBaHHs iAIT® mMoxe BKazy-
BaTU Ha HasIBHiCTh paHimie 6e3cumnTomHoro CAH [84].

PeuunuBauit AH, omocepenkoBaHUl MacTOLIMTaAMU,
YacTO aCOLIIOETHCS 3 iIHTEHCUBHUM CBepOeXeM i BUCH-
naHHsiMu B nanieHTiB i3 XCK. VY nesxux naiieHtie XCK
HE pO3BUBAETHCA, i KIIHIYHO y HUX HasgBHui uine AH [24,
89]. BaxuuBo Takox 3a3HauuTH, 1o XCK e nommpeHum
SIBULIEM i MOKe criocTepiraTuch i B nauieHTiB i3 CAH [90,
91]. TakM UMHOM, TOSIBa ypTUKapiit He 000B’SI3KOBO BU-
kmouae giarno3 CAH, i HaBmaku, BiICyTHICTh ypTUKAapiit
He BUKJTIOUAE orocepenkoBaHuii MmactouutamMu AH [92].

HecenaruBHMii aHTUTICTAMIHHMIA TIpeTIapaT y CTaHAapTHUX,/
BMIIIIX 3a CTAaHAAPTHI 103aX, OKpeMO ab0 B KOMOiHaLIii 3 OMaJTi-
3ymMaboM 200 IMyHOMOMIY/ISITOpaMU, TAKAMU SIK LIMKJIOCIIOPYH,
MOXYyTb 3a100irtu po3Butky AH B nauienTis i3 XCK [89, 93].

JlikyBaHHs enizogis CAH «Ha Bumory»

Vpaxenns B npu CAH moxe nmpusBecTu 10 achik-
cii [97—100]. A6nomiHaNbHI Hamaay CyIPOBOIXKYIOThCS iH-
TeHCUBHUM OOJIbOBUM CHHIPOMOM, i iX Mepedir € TSKKUM
[101—103]. [MepudepuuHi HAOpPsSKKU, HAPUKIIAM, SIKi 3a4i-
HalOTh KUCTI UM CTYITHI, IIPU3BOISATH 10 MOPYIIEHHS (PyHK-
wii [104]. Yci ui Hacninku emnizoniB CAH MoxkHa 3BecTu
0 MiHIMyMY 3a IOIIOMOIOIO JIiKyBaHHS «Ha BUMOTY» (0on-
demand treatment; PekomeHnaitist 4).

PekomeHpauis 4

PekomeHpoBaHO npu Beix enizogax AH poarnagaTtu nikyBaHHs
«Ha BUMOTY»

3ropga 98%, PO D

[1pu ypaxkeHHi abo pusuky ypaxxeHHs B/ILL nikyBaHHs
«Ha BUMOTY» € 000B’s13koBUM (Pexomenaaiiisi 5) [107—109].

PekomeHpgauisa 5

PekomeHpoBaHo nikyBaTtv 6yab-akuin enizof AH, akuii 3adinae a6o
noTeHuiiHo Bpaxae BALU

3roga 100%, PO D

Panns tepamis enizoniB CAH xonnenrparom C1-1INH,
eKaJUTaHTUI0M abo iKaTtibaHTOM 3a0e3neuye Kpalily Bifro-
BiIb Ha JIiIKyBaHHsI, HixX OiIbII Mi3Hs Teparris. BinmosinHo,
pekomeHaoBaHo JikyBatu ernizonu CAH skomora paHilie
(Pexomenparist 6) [110—113].

PekomeHpaauis 6

PekomeHnpoBaHo enizogn CAH nikyeatu skomora paHilie

3roga 100%, PO B
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PEKOMEHAALLJI

PaHHE BTpy4YaHHS acOLIOETHCS 3 KOPOTIIUM T1€PioIOM
3rJIaIKEHHS CUMIITOMIB i KOPOTIILIOIO 3arajbHOIO TPUBAi-
CTIO eMi30/iB, He3aJIeXXHO Bi TSKKOCTI emizony [113, 114].
OCKiIbKM paHHS Teparlis 3aCTOCOBYEThCSI CAMOCTIIIHO, Y
Bcix nauieHTiB i3 CAH-1/2 notpiOHO MpOBOAMTH HaBYaHHSI
JIOMAIIHbOMY JIIKyBaHHIO i CAMOCTIMTHOMY 3aCTOCYBaHHIO
teparii [115—118]. Yci konuenTparn C1-INH Ta ikaribaHT
JILIEH30BaHi IS CAMOCTIMHOTO BUKOPHUCTAHHSI, X04a IIPUii-
HSITi iHCTPYKILii 10 3aCTOCYBAaHHS BiIPi3HSIIOTHCS B Pi3HUX
yacTuHax cBity [119—123].

[Ipemapatamu mepinoi JiHil Opu JIIKyBaHHI HamaiB
CAH-1/2 € ikaribaHT, eKaJUIaHTUI i BHYTPIlIHHOBEHHUIA
C1-INH (Pexomennartiist 7) [124—129].

PekomeHpauis 7

PekomeHpoBaHo nikysatu enisogu CAH C1-INH ekannaHtngom a6o
ikaTibaHTOM

3roga 96%, PO A

JAkio npenapaTy MepiIoi JiHil HeIOCTYMHi, ITpenapa-
TOM JpPYTOi JIiHil € 00’emHaHa I1a3mMa, o0pobIeHa MeTo-
JIOM «pO3YMHHUK-AeTepreHT> (solvent detergent-treated
plasma — SDP). fxiio SDP HenocTymnHa, Tomi €Imi30au CIil
JIIKYBaTH CBiXK03aMOPOXKEHOIO M1a3MO10, SIKIIO B HasIBHO-
cTi € 6e3neuHa mapris [130—132]. Mu He peKOMEeHIYEMO
BUKOPUCTOBYBaTU aHTU(IOPUHOIITUKN (HAPUKIIAM, Tpa-
HEKCaMOBY KHCJIOTY) YA aHAPOTeHU (HaIIPUKIIa, TaHA30J1)
st tikyBaHHs erizoniB CAH «Ha Bumory» [133], ocKibKi
1Ii mpernapatu € Hee(eKTUBHUMU a00 MaToe(peKTUBHIUMMU.
Tepanis «<na Bumory» konuenTpatom C1-INH

Tepamis masamoBuM ab0 peKOMOIHAHTHUM KOHIICH-
tpatoM C1-INH 3aminsie nediuuTHuil/nucdyHkitio-
HaJbHUIi 610K y nauieHTiB i3 CAH-1/2. Ek30oreHHuMit
koHueHTtpaT C1-INH mie Ha Ti cami MimeHi, 1o i eHmo-
renauii C1-INH. Teparmisa npu3BoguTh 10 IiABUIIEHHS
pisHsg C1-INH y mmma3mi KpoBi i 3a6e3meuye Kpalry pery-
JISIIIIO BCiX KaCKaIgHMX CUCTEM, 110 OepyTh y4yacTh y BU-
pOOHULITBI OpaauKiHiHY TiJ yac emizoniB xBopoou [108,
125, 134—136]. Ogna oguauig koHuentpary C1-INH
Bimmosinae cepenHiii KinbpkocTi C1-INH, aka micTuthes
B 1 M1 HOpMasIbHOI T1a3Mu. 171 JTiKyBaHHS «Ha BUMOTY»
e(eKTUBHUM € JIWIlie BHYTpilllHbOBeHHE BBeneHHs Cl-
INH [137-139].

Konuenrpar C1-INH (pdC1-INH) otpumytoTh i3 ruiazmMu
murssxoM cenapatrii C1-INH i3 kpio30inHeHo1 mia3mMu JIo-
IIMHU METOJIOM a/IcOpOLIii i MpeuuIiTallii, OYMILeHHSs, mac-
Tepu3allil i BipycHoi dinpTpawii. Ha cygacHomy eTami ic-
Hye nBa KoHueHTpatu pdC1-INH mnst nikyBanus CAH-1/2
«Ha Bumory» — Berinert (CSL Behring) i Cinryze (Takeda).

[1puitHATI iIHCTPYKILii 10 3aCTOCYBAaHHSI BiIpi3HSIOTHCS
B pi3HMX yacTUHaXx cBity. CepemHiii rmepion HaIliBpo3mamy
mazmu juist pdC1-INH noiwmii 3a 30 rox [137—141]. dani
JIiTepaTypu MiATBEPIXKYIOTh O€3IIeKy i IIepeHOCHUMICTh yCixX
icHytounx pdC1-INH, toai ik naHi mpo po3BUTOK I0OOIU-
HUX peakiliii HeuncaeHHi. PU3uK anepriunoi peakiii gyxe
He3HayHMii. 3actocyBaHHsg pdC1-INH nHe acouitoeTncs
3 nepenavero renatuty B un C, a Takox BipyciB iMmyHOme-
diunty moaunu [142—145].

Pexom6inantHuit C1-INH Ruconest (Pharming) — equ-
Huii icHytounii pekombiHaHTHUIT C1-INH monunu (rhCl-
INH). Cnioci6 nii inentnunumii go takoi pdC1-INH. RhCl1-
INH nokazanuii 1is JiKyBaHHSI «Ha BUMOTY» BCiX TUITiB
CAH y nopocnux i miteit (=2 pokis) [128, 146].

Tepanis «<Ha BUMory» iHridiropom Kamikpeiny

Inri6itop kanikpeiny exautantun (Kalbitor, Takeda) i-
eH3zoBanuit Tiibku B CLLA 1151 TiKyBaHHSI «<Ha BUMOTY»
Bcix TumiB emizoniB CAH-1/2 y naiieHTiB BikoM >12 pokiB
[121, 153]. [IpurHiyeHHsT aKTUBHOCTI KaJliKpeiHy iHTiOye
PO3LIEILUICHHSI BUCOKOMOJIEKYJISIPHOTO KiHiHOTeHy 10 Opa-
NUKiHiHY, a TAKOXX HacTynHy aktuBaliito FXIla, npurHiuy-
I0YM MeXaHi3M ITO3UTUBHOI'O 3BOPOTHOTIO 3B 3Ky, 110 ITPU-
3BOJUTH 0 TOJATKOBOTO BUPOOJIEHHS KATiKPEiHy.

Exannantun — pekoMOiHAHTHUI OIOK, SIKMIA CKJIaga-
€Thes 3 60 aMiHOKHCIIOT, BUPOOIISIEThCS LIIIXOM €KCITpe-
cii y npixkmkax Pichia pastoris i Ma€ Tiepioa HaIliBBUBEICHHS
3 11a3mi 2 roj. KiouoBoio npo6ieMoro 6e3neku ekaiiaH-
TUIY € TOH (haKT, 110 MpernapaT 34aTeH CIIPUUMHIOBATH Cep-
O3Hi peaxllii rinep4yTauBOCTi, y TOMY YMCIIi aHadiIaKcio,
sIKy OyJ10 3adikcoBaHo B 3—4% mnauieHtiB. Came ToMy Te-
pariito UM TperapaToM peKOMEHIOBAHO 3iICHIOBATH ITi[T
CYBOPMM HAaIJISIAOM JliKapsl, 3 HasIBHICTIO BiAIIOBIIHUX 3aCO-
6iB 1u1g JTiKyBaHHS aHadinakcii [121, 126, 154, 155].
Tepanisi «<Ha BUMOTY» AaHTATOHICTOM penenTopa
OpanuKiHiHy

BpanukiHin 3B’S13y€ThCs 3 pelienITopoM OpaaukiHiHy B2
i CTUMYJIIOE Or0, TUM CaAMMUM OIOCEPEAKOBYE Ba3oaniaTa-
1110 i MiIBUILIEHY IPOHMKHICTh Kariisapis [ 156—158]. IkaribaHT
(Firazyr, Takeda), cuHTeTMUHMIA enTU, SKUii MicTUTb 10 ami-
HOKUCJIOT, SIBJISIE COOOIO CITeLIM(IYHUI CeJICKTUBHII KOHKY-
PEHTHMIA aHTArOHICT peLienTopa opanvkiHiHy B2, sikuii 3aro-
Oirae 3B’13yBaHHIO OpaIUKiHiHY 3 IOTO PELIEITOPOM.

[KaTibaHT Moka3aHuii ISl CAMOCTITHOTO 3aCTOCYBaHHSI
pH JiKyBaHHI «Ha BUMOTY» npu Bcix tumax CAH y mo-
pocnux i mireii [123]. [epion HamiBBUBeACHHS iKaTiOAHTY
3 IU1a3MU CTaHOBUTD 1—2 roxa. bineiricts HananiB CAH ycy-
BA€THCH 3a TOIMOMOTIOIO OIHI€I0 iH €Kil ikaTibaHTy [159].
besrmexa i nepeHocuMicTh iKaTiOaHTY XOpOIIli, X04a iIHKOJIN
PO3BUBAETHLCS MepeXiHa peakilist B Miclli iH’eK1Iil (eputema,
namyJsa, CBepOiK i BimuyTTs IeuiHHs). AJepriuHi peakiiii 3a-
¢ikcoBani He Oyau [124, 160—162].

Kniniunumii mepe6ir emizonis CAH € HermporHo3oBaHUM.
CyuacHi jaHi cBiguatb, 1m0 AH ropraHi Moxe npu3BecTH
JIO CMEPTI Talli€EHTa, TOMY P MEHEIKMEHTI Ialli€HTIB i€l
rpynu ciiin 6ytu Bkpaii obepexxaumu [ 100, 107—109]. CyvacHi
PeKOMEeH/Iallil perIaMeHTYIOTh pO3IJISIAaTH HAOPSIK ropTaHi
npu CAH sk HeBinkiagHuii ctaH. KapayHaabHO BaXKIMBUM €
mBuake JikyBaHHs CAH 3a mormoMororo HeBiIKJI1aaTHOI M-
KaMEHTO3HOI Tepartii; KpiM TOro, CJIi IMiAroTyBaTUCS 10 HEBIMI-
KJIaIHUX IPOLIEAYP, Y TOMY YMCITi O BITHOBICHHS MPOXiTHOCTI
B, K110 po3BUBaTUMEThCS TUXaTbHa HEMOCTaTHICTb. [1pn
nporpecyBabHOMY HaOpsiky B pekomeHIO0BaHO PO3IIIsi-
JaTy iHTyOallito abo XipypriyHe BTpy4aHHS 11Ie Ha pAHHOMY
erarti MeauaHoi morromoru (Pekomenariis 8) [163, 164].

PekomeHpauisn 8

PekomeHpoBaHo npuv nporpecysanbHoMy Habpsky BAL Ha paHHboMmy
eTani posrnspatu iHTy6auito abo xipypriyHe BTpy4aHHS

3roga 100%, PO D

3aoesneyenns namienTiB i3 CAH meaqukaMenTamMu

PexomeHnoBaHo, 11100 yci nauieHTu i3 CAH manu 3mory
OTPHUMYBATH JIiIKapChKi 3aCO0M B KiJIbKOCTi, JOCTATHIl AIsT
JIiKyBaHHSI MpUHaKMHi 1Box HananiB (Pekomennanis 9)
[165]. TakoX BaxKJIMBO BpaxOBYBAaTH, IO IMALIIEHTU 3 Yac-
tumu emnizonamu CAH moTpeOyoTh OiIbIoi KiTbKOCTI JIi-
KapChKUX 3aCO0iB.
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PEKOMEHAALI

PekomeHpauia 9

PeKkomeHA0BaHO BCiM MauieHTam maTu flikapcbki 3aco6u B KinbKOCTi,
[OCTaTHIN Ana NikyBaHHA NpuHaiMHi ABox Hanapis CAH, a Takox
3aBXAM MaTy Nikv npu cobi

3ropa 100%, PO D

KopoTkoTepmiHOBI npocpinakTn4Hi 3axoamn

JlikyBanns nauienTiB i3 CAH, cnipsiMmoBaHe Ha MiHiMi3a-
110 pU3MKY PO3BUTKY HamamiB, iHAYKOBAHUX IIEBHUMU CH-
TyallisIMU, Ha3UBAETHCSI KOPOTKOTEPMIiHOBOIO MPODiTaKTH -
KOI0, SIKY iHOMi TaKOX Ha3MBalOTh CUTYaTUBHOIO.

3arajbHOBIZIOMO, 1110 XipypriyHi, CTOMATOJIOTiYHi Ta iHIIIi
BTpYYaHHsI, IIOB’SI3aHi 3 MEXaHIYHMM BIUIMBOM Ha BEPXHi
Binminu LLKT i BAI (Hanpukian, eHnoTpaxeaibHa iH-
TyOamist, OpOHXOCKOIIisl Y1 €30(haroracTpoayoaeHOCKO-
Mmist), MOXYTh CIIPOBOKYBaTu po3BUTOK AH mo6iu3zy
IUTITHKY BTpydaHHs. AH, moB’si3aHuii 3 TaAKMMU IPOLIEAY-
paMu, 3a3BUYail pO3BUBAETHCS MPOTSATOM IepIIux 48 To.
Tak, micis ekcTpakiii 3yda B OLIbII HiXK TPETUHU ITalli-
€HTIB 0€3 MPOBEACHHS MepeaIpoleaypHOI MPodiTaKTUKI
MoOXe po3BuBaTucs tokanbHnii AH, 50% HaOpskiB HacTa-
1otk y nepuii 10 ron, a 75% — y nepiui 24 ron [166—171].
IlepennpouenypHa npodiakTKa 3MEHIIIYE PU3UK PO3-
BUTKY AH miciis 3ramaHux Bulle BTpy4aHb. ToMy MU peKo-
MEHIYEMO 3aCTOCYBaHHS KOPOTKOTEPMiHOBMX MpodiaK-
TUKTUYHUX 3aXO[iB Mepes Oyab-SIKMMU BTPYYaHHSIMU a00
MOIiSIMM, SIKi aCOILIIOIOTHCS 3 ITiIBUILIEHUM PU3NKOM PO3-
Butky AH (Pexomennarist 10) [168, 171—174].

PekomeHpauis 10

PeKomeHA0BaHO PO3rfifiHY T KOPOTKOTEPMIHOBY NPOMINaKTMKy nepeq
MeaVNYHUMU, XipypriYyHMMmn abo cToMaTonoriYHuMu npoLegypamu,
a TaKoX iHWMMK NoJiaMu, fKi MOXYTb CpUYnHUTH AH

3rona 94%, PO C

PexomennoBaHo BukopuctoByBati pdC1-INH sk mipe-
mmapart IepIoi JIiHil AJIsT KOPOTKOTePMiHOBOI MPOMiLIaKTUKI
(Pexomenparig 11) [168, 169, 171, 173, 175], xo4a noka-
3iB CTOCOBHO 110r0 €(DeKTMBHOCTI HEIOCTaTHBO. IHCTpyKILii
3 BUKOPUCTaHHS MpernapaTy MOXYTh Bilpi3HATHUCS B pi3-
Hux KpaiHax [119, 120]. bunbiricTs ¢axiBiliB 3aCTOCOBY-
to1h pdC1-INH y no3i 1000 ox. a6o 20 ox./Kr.

PekomeHpauis 11

PekomeHpoBaHo BukopuctoBysatu pdC1-INH sk npenapat nepLuoi
TNiHIT NS KOPOTKOTEPMIHOBOI NMPOMinakT1kn

3ropna 91%, P C

CBixk03aMOpOXKeHa 1jIa3Ma MOXe 3aCTOCOBYBATUCS JUISI
KOPOTKOTEepMiHOBOI IMPOdiIaKTUKM, ajle BOHA HEe HACTLIbKI
oesneyHa, 1K koHueHTpaT pdC1-INH, i € 3acobom apy-
Iroi JIiHil yepe3 OUIBIINI pU3KK Nepeaadi FeMOKOHTaKTHHUX
3aXBOPIOBaHb i ajoceHcuOiTizauii [7, 11, 172, 176—179].

AreHyiioBaHi aHApOreHU (HAIIPUKIIAA, 1aHA30J1) B MU-
HYJIOMY PEKOMEHIYBAJIMCS ISl TIEPEANPOLIeTyPHOI Mpo-
GinakTUKM K aJbTepHATUBHUI IIpernapaT KOHIIEHTpaTam
pdC1-INH [173], npote Ha cyyacHomy eTamni pdC1-INH €
rpenaparamu Bubopy [169]. YacTi KopoTKi Kypcu aTteHyio-
BaHMX aHJPOTECHIB MOXKYTb ITPU3BECTH 0 PO3BUTKY MOOIYHMX
e(eKTiB, acOLIiOBaHUX i3 TPUBAJIMM 3aCTOCYBaHHSIM. J1JIst
IJIAHOBOI TIepeIPOLICAYPHOI MPO(iIaKTUKY aHIPOTeHM 3a-
CTOCOBYIOTH IIPOTSITOM 5 THIB 10 i 2—3 AHIB ITiCJIs1 BTPYYaHHSI.

TpanekcamoBa KUCIIOTa 3aCTOCOBYBAJIACS IS TIEPEATIPO-
LeaypHOI IPOMiTaKTUKY B MUHYJIOMY, ajie OUIBIIICTb eKCIIep-
TiB poOOYOI TpyIu il He peKoMeHayoTh [7, 11, 172, 176—178].

HagiTb 3a yMOBU 3aCTOCYBaHHS BCiX MOXJIUBUX IIePeI-
npoleaypHUX MpodiTaKTUUHUX 3aX0/IiB «[IPOPMBHI» Ha-
najau BCe OJHO MOXYTh HACTaBaTH, TOMY MAalliEHTU MAalOTh
nepebyBaTH Mijl CIIOCTEPEXKEHHSM, a JIIKyBaHHS «Ha BU-
Mory» Mae Oytu goctymaum [11, 168, 169, 176, 179].

Ha nongatok 1o MenyHuX BTpyYaHb Y MALiEHTIB MOXE PO3-
BuHyTUCS cneuudiunuii AH, aconilioBaHuii i3 MeBHUMU
SKUTTEBUMU CUTYALlisIMU, HATTPUKJIal, PO3BUTOK HAOPSIKY MO-
KyTh CIIPOBOKYBaTHU eMOLIiliHi cTpecu. Ha cydyacHoMy erarti
BiJICYTHiI KOHTPOJIbOBAHI KJIiHIYHI JOC/IiIKEHHSI, PETPOCIIeK-
TUBHI OIVISIIM i1 ONUTYBAaHHS CTOCOBHO crieridiunoro AH. Tum
He MEeHIII, TIOMIOHMIA TTXi1 IO KOPOTKOTEPMiHOBOI ITpodiiak-
TUKU M€ PO3IISAATUCS Y BUTIANIKAX, KOJIM MALIEHT MOTparuUisie
B cUTYyallil (TpUrepu), 1110 30aTHi MiIBULIUTA PU3UK PO3BUTKY
AH B koHkpeTHoro nauieHTta (Pekomennartist 12) [4, 179, 180].

PekomeHpauis 12

MponoHyeMmMo po3rnsaHyTV MUTAHHS LWOAO AOLINBHOCTI
KOPOTKOTEPMIHOBOI NPOMINaKTVKK, Nepes TUM K NaLiEHT CTUKHETbCA
3i cneumdivyHMMK cuTyalismu, Wo 3[aTHI CNPOBOKYBaTH po3BUTOK AH

3roga 90%, PO D

JoBrotepmiHoBa npodinakTtnka

KorouoBa meta moBrorepminoBoi npodinakruku mpu CAH
MOJISATA€E B OCSTHEHHI TTOBHOTO KOHTPOJIIO 3aXBOPIOBAHHS
i HopMaJti3auii sIKOCTi KUTTA nauieHTiB (PexoMenmairist
13) [181]. Hapas3i 11b0oro MoxkHa JOCSITH JIKIIIE 3a JOTIOMO-
TOI0 TOBrOTEPMiHOBOIO IIPO(MPLIAKTUIHOIO JiKYBaHHS, SIKe
TaKOX Ha3WBalOTh JIOBFOTPUBAIOIO MpodisakTuKolo (long
term prophylaxis — LTP), sika monsirae B peryiasipHoMmy 3a-
CTOCYBaHHi JIiIKapCbKUX 3aC00iB, 1110 3MEHILYIOTh TSITap 3a-
XBOPIOBaHHSI, 3aI100iraloun po3BUTKY emizoniB AH.

PekomeHpauis 13

PekomeHpo0BaHO, 106 METO0 NliKyBaHHS 6yN0 AOCATHEHHS MOBHOTO
KOHTPOJTI0 3aXBOPIOBAHHSA | HOpMasi3auis AKOCTi XUTTA NaLieHTiB

3roga 100%, PO D

LTP mae ninObupatrch iHAMBIAYyalIbHO i PO3IJISIIATUCS LIS
Bcix manieHTiB i3 CAH-1/2 3 ypaxyBaHHSIM aKTUBHOCTI 3a-
XBOPIOBAHHSI, SIKOCTi >KUTTS MALIIEHTA, TOCTYITHOCTI MEINY-
HOI JIONTOMOTH, 8 TAKOX HEMOXKJTUBOCTI TIOCSITTH aJICKBATHOTO
KOHTPOJIIO 3aXBOPIOBAHHS 3a HaJIEXXHOI Teparii («Ha BU-
Mmory»). CaMe TOMy MU peKOMEH/IyEMO OLiHIOBATH MAIliEHTIB
i3 CAH mono LTP mim yac KoxXHOro orisiny, BU3BHa4aTH akK-
THUBHICTh 3aXBOPIOBAHHSI, HABAHTAXKEHHSI, KOHTPOJIb, & TAKOX
nepearu s naiieHTa (Pekomenaartis 14) [185,197—204].

PekomeHpauia 14

PekomeHpoBaHoO, 106 y BCiX NALEHTIB Mif 4ac KOXHOro ornagy
npoeopamnack ouiHka Ha npegmeT LTP 3 ypaxyBaHHAM aKTUBHOCTI
3aXBOPIOBAHHA, HABAHTaXEHHS | KOHTPOIIO, & TaKoX NnobaxaHb
nauieHra

3roga 96%, PO D

OcKisIbKH BCi 11i (haKTOpU MOXKYTb 3 YaCOM 3MiHIOBATHCS,
YCiX IMalli€eHTIB cin ouiHoBaTy Ha mpeaMetr LTP mix yac
KOXXHOTO OIIsioy, MiHIMyM pa3 Ha pik. Metowo LTP € no-
CSITHEHHSI IOBHOTO KOHTPOJIIO 3aXBOPIOBAHHSI IIPU CIIPOOI
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PEKOMEHAALLJI

MiHiMi3yBaTH HaBaHTaXEHHS i MOOiIUHI edekTu. YcminiHa
LTP norpebye BUCOKOI NPUXUIBLHOCTI, TOMY CJIia OpaTtu
IO yBaru modakaHHs Ialli€eHTa.

IMamienTiB, mo orpumyiots LTP, moTpioHO perynsipHo
orJIsIIaTH Ha MpeaMeT e(eKTUBHOCTI i Oe3MeKu JIiKyBaHHS,
a M03yBaHHs i/ab0 iHTepBas Tepallii TOBUHEH KOpHUTYBa-
THUCS BiAMOBIAHO A0 KjaiHiYHOI peakuii. Habpsxk B/
Ta iHIIi eIi3011 MOXYTh HacTaBaTH, He3BaXKal0uy Ha Mpo-
BeneHHs1 LTP. Tomy Bci manienTu, siki npuitMatots LTP,
MOBUHHI MaTH TaKOX MpernapaT JUisl JTIKyBaHHSI «Ha BU-
mory» (koHueHTpatr C1-INH, ekamutantua abo ikaTidbaHT),
3rinHo 3 PexomeHnarieto 7 [6—S8, 211—-215].

LTP i3 3acrocyBannsam pdC1-INH

Orpumanwnii 3 iazmu C1-INH Ha choronHi € mpenaparom
niepioi JiHil mist LTP, pekomeHmoBaHwmii 11st 3ano0iraHHst
posButky emizoniB CAH (Pekomenpauis 15) [129, 200, 208,
216—219]. IpwitHATI iHCTPYKIIii 10 3aCTOCYBaHHSI BiIPi3HSI-
IOThCS B Pi3HMX YaCTUHAX CBiTY. BBemeHHs 103 ¢1im 3aiicHIO-
BaTH JIBiUi HAa TVOK/IEHb Ha OCHOBI Tepioay HamiBposmnaxy pdCl-
INH. Jo3yBaHHs i/a60 yacToTa MOXKYTb IOTPEOYBATH KOPEKIITii
IUTSI TOCSTHEHHS ONTUMaJIbHOI epekTrBHOCTI [ 129, 220—223].

PekomeHpauis 15

PekomenpoBaHo BukopuctoBysatu pdC1-INH sk npenapat nepLuoi
niHii gna LTP

3ropa 87%, PO A

LTP i3 3acTocyBaHHAM JlaHAAEIyMAOy

Jlanageymab — MOHOKJIOHAJIbHE aHTUTIJIO, iHTIOITOp TKa-
HUHHOTO KaJTiKpeiHy, PEKOMEHIOBAaHUM JUIsT MiAIIKIpHUX
iH’ekuriit. JlaHageayma0 BUBHAHMI OMHMM i3 KpallliX Ipernapa-
tiB 1st LTP, mokazanwuii st ipocdinaktriku emizonis CAH ve-
pe3 ioro BrcoKy edekTrBHICTH (PekomeHmattist 16) [198, 238—
240]. PexomeHI0BaHa 103a JJaHaAe IyMaly 3a3BM4aii CTAHOBUTh
110 300 Mr KOXHi 2 TH2K, OTHAK MOXKHA PO3IISIIATH i 4-TYKHE-
BMIA IHTEpBaJT y BUTIANIKY, KOJIA CTaH MallieHTa 100pe KOHTPO-
JIIOEThCS (HAPUKIIAL, BIICYTHI ermizonu HaOpsikiB) [199, 241].

PekomeHpauisa 16

PekomeHA0BaHO BYKOPUCTOBYBATY NlaHafenymab sik npenapat
nepuuoi nixii gnsa LTP

3roga 89%, PO A

LTP i3 3acTocyBanHsM 6epoTpajacTaTy

bepoTtpaincTar — iHTiGiTOp KadiKpeiHy, MeXaHi3M [ii SKOTro
MOJISITa€ y 3B’SI3yBaHHI 3 KaJiKpPeiHOM i MPUTHIYeHHi 0T0
MPOTEOJIITUYHOI aKTUBHOCTI. bepoTpasicraT BUsHaHWI OMHUM
i3 Kkpamux npemnapatiB 1t LTP, 110 3amo6irae po3BUTKy erti-
3o01iB CAH (Pekomennauis 17) [209, 242, 243]. 3a3Buyaii 6e-
pOTpajicTaT MpU3HAYaIOTh y 1031 150 MT IepopajIbHO i yac
M, 3 MOXKJIMBUM TUTPYBaHHSIM 1031 110 110 Mr 3a HasIBHOCTI
MEeYiHKOBOI HEOCTaTHOCTI, 3aCTOCYBaHHs P-riikornpoTteiny
abo inrioiropiB BCRP (6i10K pe3rcTeHTHOCTI paKy MOJIOY-
HOI 3aJ71031; MixKJTiKapchKa B3aEMOIIis1) a00 SIKILO MalliEHTU
BinuyBatoTh cumnToMu 3 6oky LLIKT (Hanpukian, abnomi-
HaJIbHUI OLTb, OT0BaHHS, miapes ) mpu 103i 150 mr [243, 244].

PekomeHpauisa 17

PekomeHA0BaHO BMKOPUCTOBYBATH 6epoTpancrar sk npenapat
nepuuoi nixii gnsa LTP

3rona 81%, PO A

3arajioM peKOMeH/allil perIaMeHTyIOTh 3aCTOCYBaHHS
OyIb-SIKOTO 3 TPhOX IepeJliueHUX IIpernapaTiB IepIIoi JTiHii
(pdC1-INH, nananenyma6 abo GepoTpajcTar) aJjisi TpuBa-
JIoTO MpOodiTaKTUYHOTO JIiKyBaHHS nauieHTiB i3 CAH-1/2
[129, 208, 238, 243]. K110 TOCTYITHUMU € BCi TPU Tpe-
mapaTy Ieplloi JiHii, BUOip Ma€ 3MilACHIOBATUCS IIUISIXOM
CMiJIBHOTO IPUMHSITTS pillleHb JliKap—nauieHT [247].
LTP i3 3acTocyBaHHAM aHIPOTeHiB

ATeHyioBaHi aHIPOTeH! TPAIULIIITHO 3aCTOCOBYIOTh 1151 LTP
CAH-1/2[251-255]. Pe3yabratil ONepeaHix 10CIiKeHb ITPo-
JIEMOHCTPYBAJIU, 1110 MOXiIHI aHAPOTEHIB ITPU MEPOPATBHOMY
OpUiioMi € e(peKTUBHMMU 3ac00aMU IPOMITAKTUKI PO3BUTKY
emizoniB AH [251, 256]. OmHak Tepartist i3 3aCTOCYBaHHSIM aH-
JIPOTreHiB MOBUHHA PO3IJISIIATUCS KPUTUIHO, OCOOIMBO 3 OT-
JISITY Ha iX HeCPUSITIIMBI aHIPOTeHHi i aHabosmiuHi ebekTH, B3a-
€MOJIIIO 3 iHIIIMMU TIperapaTaMu i mpoturioka3aHHs. [1o6iuHi
edekTH, acolliiioBaHi i3 3aCTOCyBaHHSIM aHIPOTeHiB, € YMCIICH-
HUMM i 3a4iIatoTh OUTBIIICTb MALIEHTIB; iHIITMMHU CJIOBaMMU, Bill-
CYTHICTh TTOOIYHUX eeKTiB € BUHSITKOM [253, 257]. LlIBumie
3a BCE, PO3BUTOK MOOIYHMX €(DEKTiB € JO303aJICKHIM.

Bipunizauist — HaiTsK4Ye YCKIIaIHEHHS B XXiHOK, SIKE OXO-
TUTIOE CUMIITOMOKOMILIEKC: MOPYLIEHHSI MEHCTPYAJIbHOTO
LUKITY (aX 10 aMeHopel), 3HMXKeHe J1i0ino, TipcyTu3m, Ha-
0ip Baru, roJIOBHMI Oisib, Miajrist, Aerpecis Ta akHe [258—
260]. Takox aHIPOTreHU MOXKYTh IPU3BECTH 0 Bipyizalii
>KiHOYOTO IUTIOAA, BiITIOBITHO, iX 3aCTOCYBaHHSI a0COIIOTHO
MPOTUIIOKA3aHe ITijJ yac BaritHocTi [261, 262].

V miteii i MiUTITKIB Teparist aHApOreHaMy MOXe BILUTMHYTHA
Ha MPUPOJHI MPOLECU pOCTy i Jo3piBaHHS. Jlo TOro X aH-
JIPOTeHU MAIOTh YUCACHHI IIPOTUIIOKA3aHHS i IEMOHCTPYIOTh
B3a€EMO/Ii10 3 OaraTbMa iHIIMMMU JIIKapCbKUMM 3ac00aMu (Ha-
MNpUKJIAI, CTATUHAMU, aHTUAenpecaHTaMu) [214, 263, 264].

[Tpu LTP i3 3acTocyBaHHSIM aHIPOTeHiB 000B’SI3KOBE pe-
TelbHe crocTepexkeHHs. Ha momady mo KiliHIiYHUX aHaTi-
3iB, OIVISIIIB i OMMTYBAaHHS TAalliEHTa PEKOMEHI0BAHO pa3
Ha TiBpOKY IIPOBOANTH aHAJi31 KPOBI i cedi (cTaHgapTHUI
TECT-CMY3KKa JIJISl aHaJli3y cedi), i He pijllie HiX pa3 Ha pik —
VIBTPa3BYKOBE 0OCTEXEHHS Tedinku [214, 263, 265, 266].
BpaxoBylouM BCi pU3MKH, acOLiifOBaHi i3 3aCTOCYBaHHSIM
aHAPOTeHIB, BOHM HE peKOMEHIOBaHI SIK IperapaTu mep-
woi Jinii (Pekomennauis 18) [255, 267].

PekomeHpauisa 18

PekoMeH0BaHO BMKOPUCTOBYBATU aHAPOreHN K npenapartu gpyroi
ninii gna LTP

3ropa 89%, PO A

LTP i3 3acTocyBannam anTugiopuHOTHKIB
AHTNGhIOPpUMHOITUKY, TaKi SIK TpaHeKcaMoBa KHUCJIOTa,
He pekoMeHaytoTbest g1t LTP. Jlani momo ix epekTuBHOCTI
MPaKTUYHO BiICYTHI, ajie B ASSKMX IMALIIEHTIB iX 3aCTOCYBaHHSI
Moxe Oyt ButipaBiaHuM [273—277]. [lepemyciM BoHU 3aCTO-
COBYIOTBCSI, KOJIY TIpertapaTy IepIoi JIiHii HeMOCTYITHI, a aH-
IporeHu npoTunokasati. [Ipernaparu 1o06pe nepeHoCcsThC,
€ 0e3neYHMM, HAUTIOIIMPEHIIIMU IT00iYHUMU e(heKTaMu
€ posnaau 3 6oky LLIKT. IMpotunokaszaHHs/3acTepeKeHHS:
TPOMOOMDLTIS, MiIBUILLIEHUI PU3UK TPOMOOYTBOPEHHSI, TOCTPUIA
TpOMOO03 (HanpuKJIaa, TPoMO03 IITIMOOKKMX BeH a0o JiereHeBa
em0OoutisT). J103u TpaHeKCaMOBOI KMCIOTU KOIMBAIOTHCS B Me-
kax 30—50 mr/Kr, po3ainieHi Ha 2—3 npuitoMu, MaKCMMaJIbHa
J103a CTAHOBUTH 6 T Ha 100y. JOCTimKEHHS 1T BUSHAYEHHST
ONTUMAJILHOTO I03yBaHHS i MOPIBHSIHHS 3 IHITMMM Mpodiiak-
TUYHMMMU TIperiapataMmu He posomuncs [6, 7, 275, 278, 279].
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PEKOMEHAALI

Mowuitopunr LTP

IManienTtu i3 CAH moBuHHI KOHTpPOIIOBAaTA aKTUBHICTh
3aXBOPIOBAHHS, 110 OCOOJIMBO BaXKJIMBO IJIsI OCi0, sIKi 3a-
crocoBytoTb LTP (Pexomennauis 19) [187, 249, 280—282].
3 METOI KOHTPOJIIO aKTUBHOCTI 3aXBOPIOBAHHST PEKOMEH -
JIOBAaHO BUKOPMCTOBYBATH TaKi IIKAJIN; iHIEKC aKTUBHOCTI
AH (angioedema activity score — AAS) [195, 283], nmoka3s-
Huk aktuBHocTi CAH (hereditary angioedema activity
score — CAH-AS) [189], onuTyBaJIbHUK SIKOCTi KUTTS T1a-
mienTiB 3 AH (Angioedema Quality of Life Questionnaire —
CAH-QoL) [190, 191] i Tect koHTpoato AH (the angio-
edema control test — AECT) [192, 193].

PekomeHpauisa 19

PekomeHp0BaHO BCiM nauieHTam, siki 3actocoBytoTb LTP, perynspHo
OLiHIOBaTV aKTVBHICTb 3aXBOPIOBAHHA 3 METO ONTUMI3auii 803
i pesynbTaTiB NiKyBaHHS

3ropa 98%, PO A

CnapgKoBui aHrioOHEBPOTUYHUI HAOPSK y AiTen,
BariTHUX i XiHOK, Lo roayoTb rpyaato:
pekomeHgauii WAO/EAACI 2021

CnagkoBuii aHrioHeBpoTuuHUi HaOpsk (CAH) — pin-
KiCHE TeHeTUYHE 3aXBOPIOBAHHSI, SIKE XapaKTepPU3YEThCS pe-
LIUIUBHUMM emizonamu AH, 1110 3a3Bnyaii BUHUKAE Y MIKipi
i MiIIIKipHii KJIITKOBUHI a00 CIM30BUX 000JOHKAX BepX-
Hix nuxanpbHux misaxis (B 1) i m1yHKOBO-KUIIIKOBOTO
tpakty (LLIKT). CAH € cepitozHolo r106aibHOI0 NpodJie-
MOI0, OCKIJIbKM 3aXBOPIOBAHHSI 3HAYHO BILIMBAE Ha SIKIiCTh
SKUTTS HE JIMIIE CaMUX MAIi€HTIB, a i YWIEHiB iXHiX CiMel.

V MuHysI0My HOMEDi XKypHaay MU OMyOIiKyBaJIM IepIIy
yacTuHy pekomeHnauiii WAO/EAACI 2021 1010 MeHek-
MeHTy gopociux ocio i3 CAH. Llst ctaTTs € npyroro 4yactu-
HOIO peKOMEHaIlili, TPUCBIYCHOI MEHEIXKMEHTY JIiTeil,
BariTHUX i XiHOK, 1110 TOAYyIOTh Ipyamio, 3i CAH.

JlikyBaHHsa CAH-1/2 y piten
Iepe6ir i kniniuna kapruna CAH y nireit

T'enetnuna Baga (Mytauiss SERPING1) nmpu CAH-1/2
HasiBHA BXXe IPY HAPOKEHHI, ajJie CAMIITOMM Y HOBOHAPOJI-
KEHHMX i HEMOBJISIT 3a3BUYail He MposBisIioThes. Emizonn
CAH MOXyTh BUHUKHYTH B OyJb-SIKOMY Billi, ajie 3a3BUYaii
MOYMHAIOTHCS B IMTUHCTBI a00 MimIiTKOBOMY Billi. Y Imo-
JIOBUHM TALIi€HTIB nepiii enizoau AH 3’saBisitorbest 1o 12
pokiB i B 90% — no 23 pokiB. Cepen 0ci6 4010Bi4O0i cTaTi
emizonu CAH y 50% niposiBisirorhbest 10 13 pokiB, i B 90% —
1o 25-piuHoro Biky [291].

AH mKipy — HalnmomMpeHimuii i HaOUIbIIT paHHIN
CUMIITOM Y OiTeii, TOMi sIK a0mMOMiHaIbHI CUMIITOMHU B IIi-
Tel 4aCTO MOXYTb 3JIMIIATUCS HEPO3Mi3ZHAHUMMU, OCKITbKI
abgoMiHaJIbHUI OiJIb € YaCTOIO CKAPTOI0 B AUTSIYOMY Billi.
Buacninok AH B/ y miteit Moxe OJMCKaBUYHO PO3BU-
BaTuCs acikcis, 110, IMOBIpHO, TTOB’SI3aHO 3 MaJIUM Jia-
METpPOM IMXaJbHUX HUISAXiB [292]. [laHi niTepaTypu TaKox
CBiIUaTh, 10 B IMiIJTITKOBOMY Billi YaCTOTA i TSKKICTb €ITi-
3oniB AH Moxe 30isbliyBaTHCS, 110 MOB’SI3aHO 3i cTaTe-
BUM go3piBaHHsIM. OKpiMm TOro, TskKicth mepediry CAH
y ZiTel TaKOX KOPEJIOE 3 BIKOM IMOYATKY 3aXBOPIOBAHHSI.
Tax, mo paniiie nposBisaioThes epir cumnTomu CAH,
TO TSDKYMM € TIOAJIbIIN fioro nepedir [293, 294]. Takox
y IiTeil OUIBII MOIINPEeHOIO € MapriHajbHa epuTeMa, BOHA
3yCTPIiYaeThCs 3 4acTOTO 42—58% BHUIIAAKIB i 4acTO IMO-
MWIKOBO MPUNMAETHCS 32 KPOMUB’SIHKY, 1110 MPU3BOIUTD

JIO HETNPaBWJIbHOI IIaTHOCTUKM i HEBIIMOBITHOTO JTiKyBaHHS
[90, 278, 279, 295—-301].
Hiarnoctuka CAH y gireii

BpaxoBytouu te, mo CAH € reHeTuuHO-IeTepMiHOBa-
HUM 3aXBOPIOBAHHSIM 3 ayTOCOMHO-IOMiHAHTHUM TUIIOM
ycrnanKyBaHHs, Bce MoToMcTBO maitienta 3 CAH-1/2 mae
50% 1maHc ycrnagkyBaTy iioro. BinmoigHo, Bci HOBOHapoI-
JKEHi 3 TO3UTUBHUM CiIMEHHMM aHAMHE30M BBaXKalOTbCS
XBOPHMMHU JI0 TOTO MOMEHTY, TToKu aiarHo3 CAH, cripuun-
HeHoro nedinurom QyHKIIOHAILHOIO OiIKa-iHribiTOpa
Cl-ecrepa3u (C1-INH), He Oyne BUKIIOYEHO. Y TaKOMY
BUMAAKY JOLUIBHUM € peTe/ibHE CIIOCTEPEXEHHS 3a Iu-
THUHOIO i paHHS IiarHOCTHKA, B ieai J0 MOsIBU KJIIHIYHUX
cumnToMiB CAH, 3 MeTo10 3a0e31meuyeHHs ONTUMAaIbHOIO
nikyBaHHs [302]. ToMy MU peKOMEHIYEMO SIKOMOTa pa-
Hillle JOCiMKYyBaTH OiTeil, HApOMKEHUX Bil 0AaTHKiB, XBO-
pux Ha CAH-1/2 (Pexomennartiist 20) [71, 300, 303—305].
o 3aBeplileHHs noBHOro oocrexxeHHs Ha CAH-1/2 cnin
BBaXkaTH, 11O BCi IiTH, HAPOJKEHi Bill 0aTbKiB, XBOPUX
Ha CAH-1/2, Takox MaioTh 1110 XBOpoOy.

PekomeHpauia 20

PekomeHpo0BaHO siKoMoOra paHille NpoBOAUTN TECTYBaHHSA
HOBOHApOAXeHWX AiTen, 6aTtbkn Akux xBopi Ha CAH-1/2, Takox
TECTyBaHHIO NignAratTb yci Aitn 6aTbkis 3i CAH

3ropa 98%, piseHb gokasosocTi (PA) D

PiBHi kOMIIEMeHTY, BU3HA4YeHI B ITyIIOBUHHII KPOBi 10-
HOIIIEHUX HOBOHAPOMIXEHMX, € HUXXKYUMU, HiXX y MaTepi.
AnTturenHnuii i ¢pyHkuioHaabHuii piBHi C1-INH BigmoBi-
naoth 70% i 62% pisHiB nopociux BignosigHo [300, 304,
306]. Tomy rpy MeHEIKMEHTI HOBOHAPOIKEHUX i3 TiI103-
poro Ha CAH BaxkiMBO BpaXOBYBaTH, 1110 PE3YJIbTaTU BU-
3HAYEHHS BMIiCTy KOMILIEMEHTY B IYIMOBUHHI KPOBi MO-
KYTb OyTH XMOHOITO3UTUBHUMMU (HU3bKHUMMU).

J17151 OLIiHKY piBHSI KOMIUIEMEHTY B Iiepr(epuyuHiii BeHO3-
Hilt KpoBi (cupoBaTKa/1ia3ma) aiteit Hemae peepeHTHUX
3HavyeHb. OMHaK, 3a IeBHUMU BUHATKamu, ipu CAH-1/2
y aiteit Bikom <1 poKy aHTMUT€HHUI1 yMicT i/ab0 GhyHKIIiO-
HanbHa akTUBHICTh C1-INH € nm3pkumu |71, 303]. Ha Bin-
MiHy BiJ 1IbOTO, BU3Ha4YeHHSs piBHSI C4 BUSIBUIIOCS HEiH-
dopmaruBHuM 11t giarHoctuku CAH-1/2 y niteit Bikom
<12 Mic, ockinbku piBeHb C4 y 3M10pOBUX HEMOBIISAT YacTO
€ Hu3pKuM |71, 303].

[IpoBeneHHSI TEHETUYHOIO aHasi3y ITiABUIILYE HaTili-
Hicth giarHocTuku CAH y miTeii i Mmoxe OyTHU KOPUCHUM
y BUMaIKax, Kojau 0ioxiMiuHi aHai3u ManoiH(GoOpMaTuBHi
i BimomMa reHeTHYHa MyTallisl B ogHOro 3 6aTtekiB [71, 300,
303]. Yci paHHi TecT Ha BU3HAYEHHSI PiBHS KOMILIE-
MEHTY, IIPOBEIEHI B IiTeil, HApOMKEHMX Bill 0AaTHKiB, XBO-
pux Ha CAH-1/2, noBUHHI IPOBOIUTUCS TIOBTOPHO TTiCIIsT
omHopiyHOTO BiKy [71, 278, 300, 303, 307].

[TpenaranbHa miarHoctuka CAH-1/2 He HaOyJa mmpo-
KOTo IOIIMpeHHs B KJIiHiYHii npaktui [302] 3 orsioy Ha
Te, 1IO:

myTatii B 6aTekiBcbkoMy reHi C1-INH y <10% Buman-

KiB HE BUBHAYAIOThCS,;

IIeHTUYHI MyTallii MOXYTh OyTH ITOB’sI3aHi i3 CYTTEBO pi3-

HUMM (HEHOTUTIAMH;

MPOTrpec y Teparlii CyTTEBO MOKPAIIUB SIKICTb KUTTSI Ia-

uientiB i3 CAH-1/2 [49, 73, 278, 308, 309].

Vcim mitssm 3 AH i 6e3 ypTukapiii (KpornuB’SHK) PEKO-
MEH/IOBaHe BU3HAYEHHSI aHTUTEHHOTO i (hyHKIIOHATbHOTO
piBusg C1-INH i piBus C4.
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Tepanisa CAH y niteii

AHaNoriyHo 10 JOpOCIUX, YCi meaiaTpuyHi Malli€eHTr
i3 CAH-1/2 noBuUHHI MaTW YiTKUii TJ1aH il (AUB. gaji)
i Teparmito Ha Bumory (Pekomennartis 21) [146, 217, 310—
312]. Ha crorogni simmie C1-INH i ikaTnGaHT cxBaJieHi 11t
nikyBaHHs niteit i3 CAH Ha Bumory [119, 120, 122, 123].
OO6uaBa npenapaTu € ePeKTUBHUMHU, MAIOTh XOPOIIIi Tie-
peHOCHUMICTH i mpodinb 6e3nexku. Ilix yac abgomMiHaIbHUX
enizoniB CAH moxe 3HagoONTHCS BiTHOBJIEHHS apeHTe-
PpaJbHOI PimWHU, 3 OIJISILY Ha MiABUIIEHY CIIPUIHITINBICTD
NiTel 10 riroBoJieMii i 3HEBOIHEHHSI, TOMY 11O KPOBOBM-
JIMBU B YEPEBHIll TOPOXKHUHI i IPOCBITI KUIIEUHUKY MO-
KyTb Oyt 3HaYyHMMU. SAKio koHeHTpat C1-INH i ika-
THUOAHT HEOOCTYIIHI, IIepeBary peKOMeHI0BaHO BilgaBaTu
1a3mi, o0poOJIeHiit COIBEHTOM-IeTepreHToM (solvent de-
tergent-treated plasma — SDP), mopiBHsIHO 3i CBixXK03aMO-
poxeHoto mnasmoro (C3I1), onHak oOuaBa MperapaTy BBa-
XKaloTh Tepami€lo apyroi JiHii. ExanmanTun rineH30BaHUM
1151 3acTocyBaHHs B mimiTkiB y CILIA [121].

PekomeHpauis 21

PekomenpoBaHo BukopuctoBysatut C1-INH i ikatnbaHT ans nikyBaHHs
enisogis AH B aiTen Bikom <12 pokiB

3ropa 94%, PO A

Tak camo, 5K i B 1OpOCJIUX, ITepej1 MTPOBEACHHSIM MeInd-
HUX, XipypriYHMX i CTOMATOJIOTiYHUX IIPOLIeayp, IIOB’sI3a-
HUX i3 MEXaHIYHUM BIIMBOM Ha BEPXHi BiIILIA TPAaBHOTO
TpaKkTy, peKOMEHI0BaHa IIepeAIpoleaypHa IpodiTakTuka
[168, 169]. C1-INH, orpumanwmii i3 utazmu (pdC1-INH),
€ TIIperapaToM BUOOPY IJIs IIepeanpoeaypHoi npodirak-
miku. fAxmo konuentpar C1-INH HemocTymmHMiA, pera-
pataMu Opyroi JiHil WIS MepearnpoLeaypHOoi IpohiTaKTUKIA
€ aTeHYIOBaHi aHAPOTEHN KOPOTKUMU KypcaMu. Y OyIb-
SIKOMY BMIIaJIKy Ma€ OyTH IOCTYITHUM JIiIKyBaHHSI Ha BU-
MOTY, TOMY 1110 KOPOTKOTEpPMiHOBA TMpodilaKTUKa HE €
Ha 100% edexrusHoio [171].

[TokazaHHs 10 MOBrorepMiHoBOI npodinakTuku (long
term prophylaxis — LTP) y mimiTkiB Taxi cami, SIK i B 10-
pociux oci6. PekoMeHI0BaHOIO Tepalli€lo B iTell BiKOM
<12 pokiB misa TpuBajoi npodinaktuku € pdC1-INH.
[HTepBasIu pUiioMy i TO3YBaHHSI CJIi KOPEryBaTu BilMo-
BimHO 1o iHguBimyanbHOI peakuii. ko konuentpart Cl-
INH nenoctynuuii, niust LTP pekomeHnoBaHoO BingaBaTu
nepeBary aHTU(iOpuHOIITUKAM (TpaHeKcaMoBa KHUCI0Ta
B 1031 20—50 Mr/Kr), MOPiBHSIHO 3 aHAPOTeHaMU, Yepes iX
Kpaiuii mpodins 6e3nekn. AMiHOKAIIpoOHOBA KMCJIOTA I1e-
PEHOCHUThCH Tiplle, HixK TpaHeKcaMOoBa.

AnpaporeHu He pekoMeHay1oThes n1s1 LTP y miTeii i mim-
JITKIiB 70 HacTaHHA cTanii TaHHepa V. 3acTocyBaHHSI aH-
IPOTEeHIB MOTPeOyE PETEIbHOTO KOHTPOJIO Oe3IeKu.
[Totpedy B LTP i3 3acTocyBaHHSIM aHAPOTEHIB i X 103y-
BaHHSI CJIiJI perysipHo neperisanaty. [loyaTkoBa mo3a naHa-
30J1y JUIS iTeil CTAaHOBUTH 2,5 MT/KT Ha 100y 3 MOJaJIbILINM
KOPUTYBAHHSIM, aX /10 3MEHILIEHHSI MIPOSIBIB 3aXBOPIOBAHHS
a00 MOCSITHEHHST MAKCUMAaJIbHOI IIEPeHOCUMOi a00 MaKCH-
MaJIbHOI pEKOMEHI0BAHOI 1031 (MaKCMMaJlbHa pa3oBa g03a
craHoBuTh 200 Mr Ha 100y). Tepartist aHAporeHaMM acolli-
ioBaHa 3 PO3BUTKOM IT00IYHUX e(eKTiB, 30KpeMa MacKy-
JIiHI3ALHETO i TIMOrOHAAN3MOM Y XJIOMMYMKIB i MOPYIIEHHSIM
MEHCTPYaJbHOTIO LIMKJTY B miBYaT. TaKoxX MOXIUBUI He-
CIIPUSTIVMBUI BIUTMB Ha MOBEAIHKY niteit [6, 7, 300—302,
313, 314].

IlepBuHHa npodisakTHKa TA iHIII ACNEKTH JiKyBaHHS
CAH y nireii

Tak camo, 5K i B mopocinx, outeiricts HananiB CAH y mitei
HacTtae 0e3 oueBuaHOro Tpurepa [315]. Indekii i MexaHidHi
TpaBMU 3a3BUYaii € HAWYACTIIIIMMU iHILIIFOIOYMMU TPUTEPAMU
AH B mutsgomy Biwi. O00B’s13K0Ba i peKOMEHI0BaHa BaKIIMHA-
List [UTst [TiTeli € 6e3revHoro, a mpodilakThKa iH(eKIiil Moxe
3MEHIINTY YaCTOTy HamamiB. MeanuHi Iperaparu, sIKi MOXKYTb
cnpuunHuTU AH 51K oGiuHYy [ito, piniiie 3aCTOCOBYIOThCS B /li-
Teii. Teparist iHri0iTopaMy aHTIOTEeH3UHIIEPETBOPIOBAIBHOTO
depmenty (ATID) y aursiaomy Billi He pekoMeHnoBaHa. OKpim
TOr0, Cy4JacHi JaHi CBiI4aTh, 1110 IPUIOM OPaJIbHUX €CTPOTe-
HYMICHUX KOHTPALENITUBIB, SKUI CTa€ Aefali MOIIMPEHIILIMM
Y CBITi, MOXe CTaTH TPUTePOM IS PO3BUTKY HaIladiB, TOMY iX
3aCTOCYBaHHSI PEKOMEHIOBAHO YHUKATH.

T'opMoHaIbHA KOHTpAaLIEIIIisl IPOrecCTepOHOBUMM TabJIeT-
KaMM MOXKE CTaTU KOPUCHOIO JUISl 6araThboX MOJIOIUX XKiHOK
i3 CAH-1/2 [278, 316, 317] abo mpuHaiiMHi He TTOBUHHA
301J1bIIYBAaTU PU3UK YACTIIIUX HAIadiB.

IH1mi Tpurepu, TaKi SIK HagMipHi i3UMYHI HABAaHTaXKEHHS,
MOB’s13aHi 3 MEXaHiYHOIO TPaBMOIO i EMOLIIHHUM Harlpy-
JKeHHSIM (CTpec), € HEeBil’EMHUMU CKJIAMOBUMU JUTUHCTBA
i mimtitkoBoro BiKy [318]. OOMexXeHHs MOTeHIIHHUX TpU-
repiB mpu3Beae 10 00OMeKeHHS KUTTEMISIIBHOCTI i CIIOCO0y
KWTTS, i TOMy Ma€ OyTH iHAMBiTyai30BaHUM i 3aCTOCOBY-
BaTUCS 3i 3IOPOBUM TJTY3[I0M.

Metoro nikyBanHss CAH-1/2 y Oynb-sikomy Billi € HOp-
Matizauis xxutts nauieHTis [300, 319].

HanexHe iHopMyBaHHsI TALIIEHTIB i WIEHIB iX pOIUH € He-
BilI’€MHOIO YaCTMHOIO MEHEIKMEHTY, BOHO CIIPSIMOBAHE JIOIT0-
MOTTH iM TIPUMHSITH iX CITOCIO SKUTTSI 1 YHUKHYTH YCKJIATHEHb.
Buxosareni, BunTesi i MEAMUHMIA TIEpCOHAIT, SIKi BiIITOBIIAIOTh
3a IUTUHY B JUTSIYill YCTAHOBI UM IIKOJIi, TIOBUHHI OTPUMY-
BaTy iH(opMalliio IIpo 1ie 3aXBOPIOBAHHS B IIMCHMOBIIA (hopMi,
3 TIopaJaMH 11010 it y pasi po3BUTKy AH, y Tomy umci 3 He-
BiIKJIATHMMM 3axXodaMu B pasi Haopsaky BILLI.

C1-INH a6o ikaT6aHT IJis HEBiIKIagHOI'O 3aCTOCY-
BaHHsI MOBUHEH 3aBXIM OYTH B HASIBHOCTI BIOMa, Y IIKOJIi
Ta IiJ Yac Moi3a0K, Y TOMY YMCII I Yac MKUTBHUX eKC-
Kypciii. 51k BXe 3a3Ha4yanocs Buille, 000B’SI3KOBO Ma€ OyTU
aJITOPUTM HaJaHHS IIBUIKOI MEIMYHOI JTOTIOMOTH, a BIOMa
i B MiclIeBOMY MeIMYHOMY 3aKJadi — B HasSIBHOCTI Tepa-
mist JJ1s1 HeBiAKJIQAHOI JOMOMOTH, i 1Ie Ma€ OyTU BHECEHO
IO TIIaHY JIiKyBaHHSI.

¥Yci nauienTu 3i CAH MoxXyTh moTpebyBaTu mperapa-
TiB KpoBi moauHu. ToMy 3HaYHa KiTbKiCTh €KCIIEPTiB CXO-
ISThCS Ha Tymii, mo Bei mauientu 3i CAH noBuHHI oTpH-
MatH 1eruieHHs Bia rematuty A i B [298, 300].

JlikyBaHHsA CAH-1/2 y BariTHUX i XiHOK,
SIKi roayloTb rpyano
Ilepeo6ir i kniniuna kapruaa CAH y BariTHuX i KiHOK,
1[0 T'OAYIOTH IPYAII0

AnaToMiuHi, (i3i070TiYHi i TOpMOHAJIbHI 3MiHU i Yac
BariTHOCTi MOXXYTb BIUIMBATU Ha MPOSIBU, MepeOir i JiKy-
BaHHs CAH-1/2. BariTHicTh MoOXe IMTOM’SIKIITUTHU Mepeoir
3aXBOPIOBAHHS, MPU3BECTHU J0 PO3BUTKY yCKIalHEHb 200
HisIK He BriMHyTH. Heuacto, ane cumnromu CAH-1/2 mMo-
KYTb yIeplile MPOSIBUTUCS caMe TIiJ 4yac BariTHOCTI. [1pu
IIbOMY YacTOTa HaIla[iB MiJ yac MOIepeaHiX BariTHOCTEeM
JIMIIIE YaCTKOBO JIa€ 3MOTY MTPOTHO3YBATH iX YaCTOTY ITil
yac HACTyMHUX BariTHocTeil [320—324].

Barithi nanientku 3i CAH-1/2 noTpe0dytoTh MUILHOTO
IOTJISIAY i peTebHOro crnoctepexkeHHs. IlamieHTox ciin
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croctepiraTv B TICHOMY KOHTAaKTi 3 ¢haXiBLUSIMU Biaro-
BimHoi MennyHoOi crienianizauii. [lepeiimu i moyoru auime
B PiIKiCHUX BUIIAJKaX MOXYTb CTaTH TPUTEPOM JIJIsl PO3-
BUTKY AH, sixmit Mmoxxe HacTaTu a0o B Ios10rax, abo B IIepIii
48 rop miciis HUX. ToMy 000B’SI3KOBUM € peTeJIbHE CITOCTe-
peXeHHs IOHAMEHIIe TIPOTIrOM MePIINX 72 IO Iics
noJjioriB. | xoua rpyiHe BUTOIOBYBaHHSI MOXe OyTH TTOB’sI-
3aHe 3i 30iIblIeHHsAM KinbkocTi HamaniB CAH y marepi, y
TOMY YHCJIi 3 a0OMiHAUIBHUMM CUMITOMaMU i HaOpsSIKOM
00J114Ysi, BOHO BCE OIHO PEKOMEHYEThCS, BUXOMSIUU 3 KO-
pucTi mist HemosaTH [278, 320, 321, 325].

Jorsia mpu KecapeBoMy pO3THHI, 0COOIMBO SIKIIIO € T10-
Tpeba B iHTyOallil, Ma€ TPOBOAUTHCS TaK CaMo, sIK i TIpU
OyIb-SIKMX iHIINX XipypTiuyHMX BTPYYaHHSX Yy Ialli€HTIB
i3 CAH-1/2.

Jiarnoctuka CAH y BariTHHX i XKiHOK,
IO TOAYIOTH IPYAII0

V 3nopoBux xiHok piBeHb C1-INH y ma3mi manae min
Yac BariTHOCTI i MOBEPTAETHCS 1O HOPMHU ITiCJIsI MOJIOTIB
[326, 327]. Tomy nokasuuku ¢pysakiii C1-INH, 6iaka Cl1-
INH i C4 3 metoto niarnoctuku CAH-1/2 mia yac BaritHO-
CTi C1im iHTeprIpeTyBaTH 3 o0epekHicTio. PekoMeHIyeThCs
MOBTOPUTH aHAJII3U ITiCJISI TTOJIOTIB, 1100 MiATBEPAUTH Ii-
arHo3 CAH.

Tepaniss CAH y BariTHux i XiHOK,
1[0 F'OAYIOTH IPYAII0

Konuentpar C1-INH — nipenapat nepiuoi JiHii as te-
pamnii CAH-1/2 y BariTHUX i XiHOK, 1110 TOIYIOTb FPYIIIO
(Pexomenparist 22) [225, 328—332]. 3acTocyBaHHSI eKal-
JIaHTUAY, JaHaaeIyMaOy i OepoTpascTary IIil 9ac BariTHOCTI
3a00pOHEHE i HE PEKOMEHAYETHCS, OCKIIBKM Ha ChOTOIHI
BiZICYTHI JoKa3M iX eeKTUBHOCTI i1 6e3neku. ko Cl-
INH HemocTynHuii, pekoMmeHaoBaHe 3actocyBaHHsI SDP.
C3II pekomenmoBaHo, k1o SDP nemoctynnuii [278, 320—
322, 336—340].

PekomeHpaLisa 22

PekomenpoBaHo BukopuctoBysatu C1-INH ans nikyBaHHs enizogis AH
y BariTHUX i XiHOK, LLIO roaytoTb rpyanlo

3roga 100%, PO D

[Tepen Oynb-sIKMM BTpYYaHHSIM, 11O CYITPOBOIXKYETHCS
pU3MKOM HamaniB, TAKUM SIK OiOIICisI BOPCUH XOpPiOHY,
aMHIOLIEHTE3 1 XipypTiuHUiA a00pT, PEKOMEHAYETHCS 10-
npoueaypHa npodizaktuka, 6axaHo koHueHTpatoMm Cl-
INH. Kpim Toro, koHuentpar C1-INH mae 6ytu goctyn-
HUI1 i 3aCTOCOBYBATUCS HETAMHO IIPU MEePILINX CUMIITOMAaX
AH. [lani nitepaTypu cBimyaTh, 110 B AyXe Majoi KiJIbKO-
CTi XiHoK po3BuBajnacsa AH min gac nmepeiim i mosoris [278,
322]. Tomy pyTHHHA iepearpolienypHa npodijakTrka re-
pen HeyCKJIaTHEHUMH I10JI0raMU He € 000B’SI3KOBOIO, ajie
koHueHTpat C1-INH Mae OyTu B 10CTYIIi 1J1s1 3aCTOCYBaHHS
Ha BUMOTY.

[lepeBary ciia BigmaBaTv BariHAJIbLHUM I10JIOTaM, TOMY
110 XipypTriyHe BTpy4YaHHS YU 3arajbHa aHEeCTe3is MOXYTb
noTpedyBaTu eHaoTpaxeabHOI iHTyOaii. [Tepen kecape-
BUM PO3THMHOM PEeKOMEHIOBaHa JOMpPOleaypHa Ipoditak-
tuka KoHueHtpatoM C1-INH i1 enmigypaibHa aHecTe3sis,
TOZI SIK iHTYyOAalIil peKOMEeHIO0BAaHO YHUKATH. SIKIIIO TUIaHy-
€ThCS IHTYOAlIisT, 000B’SI3KOBOIO € IepeanpoleaypHa IIpo-
dinaktuka (nuB. Pexomennarii 101 11).

LTP Moxe 6yTu mokasaHa IiJl 4ac BariTHOCTi, OCO-
OJIMBO B XiHOK, Y SIKHMX CIIOCTEPIira€ThCs MOYaCTillIaHHS

HarazuiB. [l Takux XiHOK KoHLeHTpaT C1-INH BBaxa-
€TbCS 0e3meYHUM i e(peKTUBHUM BapiaHTOM JIiKyBaHHS
[321]. AHTU}IOPUHOMITUKY MOXYTh PO3IJISIIATUCS, SKILIO
koHueHtpar C1-INH HemoctynHuii, ane ixHs epeKTuB-
HicTb He noBeneHa [278, 325, 340, 341]. Tepamist anapo-
reHaMu MpoTUIOKa3aHa, OCKIJIbKM BOHU MIPOHUKAIOTD Ue-
pes TUTaleHTy. [X MIKimTMBa mis Tosrae B MacKyJTiHi3alii
2KiHOYOTO IUIOAA, TJIalleHTapHiil HEAOCTaTHOCTI i 3aTpUMIIL
po3BUTKY 1uioaa. [lepen npu3HaYeHHSIM aHAPOTEHIB TOIy-
BaHHs TPyIOIO CJIid ITepepBaTu. BiiacHe 3aBepIiieHHs J1aK-
Tallil MOXe 3MEHILMTH YacToTy Haramis [321].

CI1-INH, orpumanuii i3 mia3Mu, BBaXKa€eTbCsl HalikKpa-
111010 Teparli€to s JTiKyBaHHSI HA BUMOTY, KOPOTKOTEepMi-
HOBOI i JOBroTepMiHOBOI ITPOMiIaKTUKM ITi Yac JaKTallii.
AHIporeHM il aHTUGIOPUHOTITUKY TPOHUKAIOTh Y TPYIHE
Mosioko. Ha BimMiHy Bim aHApOreHiB, TpaHeKcaMOBa KHC-
Jiota OyJj1a BU3HaHa OE3MEeYHOIO ITiJ 4yac TPyIHOTO BUTOJ0-
ByBaHHS [342].

JowmaluHe i camocTiiHe NikyBaHHSA, a TaKoX
iHWIi MipKyBaHHSA WWOAO0 MEHEeKMEHTY
nauieHTiB i3 CAH
InnuBinyanbHi cTparerii JTiKyBaHHS

Bpaxosyiouu, mo nepedir CAH-1/2 € HenepenbauyBa-
HUM i 4acTo HeOe3MeYHUM JIJIsI KUTTS, BaXJIMBUM € PO3PO-
OUTHU iHOVBiOyaJIbHUI IJIAH Oiil, SIKAI OXOILTIOE Ipoditak-
TUYHI 3aX0[1, @ TAKOX TOMAIIHE i CAMOCTiliHE JIiIKyBaHHSI
(Pexomenpauis 23) [4, 179, 229, 282, 343—349]. Bin mae
MICTUTH TIJIaH HEBIIKJIaJHOI MEIUYHOI JOMOMOTHY (Ha BU-
MOTY) 3 YiTKMMHU iHCTPYKIISIMU 11010 (hapMaKOJIOTiTHOI Te-
pamii AH. [Tanientn i3 CAH moBrHHI MaTh 1Ipy co0i MeIM-
KaMeHTH IS Tepallil Ha BUMOTY i1 ineHTu(iKaliiiHy KapTKy
CAH 3 iHCTpyKIisSIMU 11010 JIIKYBaHHSI Haramy.

PekomeHpauis 23

PekomeHpoBaHo BciM nauieHTam i3 CAH po3po6uTu nnax fin

3ropga 98%, PO D

EdextuBna tepanis CAH morpedye KOMILIEKCHOTO JIi-
KYBaHHS i IOTJIsAMY, SIKMIi Ma€ OYyTU JOCTYIMHUM JJIsI BCiX
nauieHTiB (Pexomennauis 24) [179, 300, 349, 354—357].
IHterpoBane ynpasniHHsg CAH Mae Ha MeTi moKpaluTu
IOIJISIA 3a MalliEHTaMU 32 PaxXyHOK OITUMi30BaHOI KOOP-
MUHALIl HAJaHUX ITOCJIYT, 110 JOITOMOXE ITOKpPAIIUTH pe-
3yJbTaTH JIIKyBaHHS Ialli€HTIB.

PekomeHpauisa 24

PekomeHnpoBaHo, 06 yci nauieHtn i3 CAH manu goctyn
10 KOMMNJIEKCHOI iHTerpoBaHoi fonomMorn

3roga 100%, PO D

IToTpe6a B cneniaaizoBaHOMY IOIJISIi MAIIEHTIB
i3 CAH

Vci nauientu i3 CAH moBuHHI MpOXOaUTH JIiKyBaHHS
y (axiBliiB, sIKi MalOTh TOCBiJl MEHEIXKMEHTY TAaIliEHTIB i3
CAH (Pexomennartiis 25) [4, 179, 247, 300, 349, 350, 358].

PekomeHpauis 25

PekomeHpo0BaHO, 106 MEHeAXMEHT naLieHTiB 3AiicHIoBaB (axiselib,
AKWI Mae focsin y BegeHHi CAH

3roga 100%, PO D
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CawmocriiiHe i TOMAaIHE JiKyBaHHS MOXKYTb 301IbIIYBATH YACTOTY 200 NPUILIBUALIYBATH HATIAd1
BMminHga camocrTiiiHo BBoguTu mpernapatu Ma€e Bupi- CAH, Tomy ix 3acToCcyBaHHS CJIiJ KaTeTOPUYHO YHUKATU

manbHe 3HaueHHs mist eekTuBHoi Tepanii CAH. [Ipu  (Pekomennpauis 27) [4, 179, 345, 352, 378—380].

LIbOMY e(PeKTUBHICTh HE 3aJIeXKUTh Bill 3aCTOCOBAaHMX Ha BU-

MOTY MEIWYHUX IMpenapaTiB i CIpusie MPpaKTUIHUM yMiH- PekomeHpauis 27
HAM CaMOCTIMHOTO BBCICHHA [9’ 113’ 3435 355’ 364_366]' PekoMeHp0BaHO NpoiHopMyBaTK BCIX NALIEHTIB NPO MOX/MBI
AHaJIoriyHo, caMocTiiiHe BBeAeHHsI cripusie LTP. TpUrepu, NoB’A3aHi 3 po3suTkoM AH

Pexomennosano, 11100 yci nauientu i3 CAH 3acrocoByBanu
JIOMAIIIHIO CAaMOCTIiifHY Tepartifo. Yci NalieHTH, SIKi OTpUMY-
IOTh JIiIKyBaHHSI Ha BUMOTY i MalOTh J0O3BiJl HA CAMOCTiliHe
BBEIEHHST MIPerapariB, MOBUHHI mpoiT HaBuaHHs camo-  Cimeiinmii ckpuninr i CAH

3ropa 100%, PO D

criitHOMy JikyBaHHIO (Pekomenmarist 26) [114, 366, 367]. CAH-1/2 — reHeTH4HE 3aXBOPIOBAHHS 3 AyTOCOMHO-10-

MiHAaHTHUM TUIIOM ycHaaKyBaHHs. BimmosimHo, yieHUn

PekomeHpauis 26 POIMHU XBOPOTO, y TOMY 4ucIi 6abyci i gimyci, 6aTeKu,

PeKOMEHA0BaHO, 11|06 YCi NaLiEHTH, ki OTPUMYIOTb NiKyBaHHS Opat ii cecTpu, JTH i OHYKM, ITOBMHHI MPOIATH CKPUHIHT

Ha BMMOTY | MaloTb 4O3BIN HA CaMOCTiiiHe BBEAEHHS, MPOLLAM Ha ¢yHkuio C1-INH, pisens 6iika C1-INH i C4 y niazmi
RETRERTE CERISBATTE7 ANTEERTILY (Pexomenpauis 28) [4, 179, 300, 358, 388—390].

3ropa 98%, PO D
PekomeHpauis 28

YHUKHeHH Tpurepis PekoMeHA0BaHO NpOBOAUNTY CKPUHIHT cepefl YNeHiB poauHY NalieHTiB
Ha cporonHi BizoMa 3HauHa HU3KA CTaHIB i ITepeaIyMOB, ia CAH

sIKi MOXYTb CTaTU TpUrepamMu po3BUTKY erizoniB CAH.
TpaBmyBaHHSI, Y4 TO BUITAJIKOBE, YU MOB’sI3aHE 3i CTOMa-
TOJIOTIYHUMM, MEIUYHUMHU 200 XipypriYyHMMU IIPOLIEIY-

3ropa 100%, PO D

pamu, Moxe npu3sBectH 1o emizony AH. 3acTocyBaHHs Adanmoeanuii nepexaad cmammi
€CTPOTreHYMiCHUX OpaJIbHMX KOHTPALENITUBIB i TOPMOHO- Marcus Maurer et al. «The international WAO/EAACI
3aMicHOI Tepalrii Moxke TakoxX iHiritoBatu Hanmagn CAH. guideline for the management of hereditary angioedema —
ToMy peKoMeHIOBaHO YHUKATH 3aCTOCYBAaHHS LIUX IIpe- the 2021 revision and update»
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