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IlepeJaik ckopoYeHb

AH — anrioneBpoTHUHUN HaOPSIK

AIl® — aHri0TeH3UHIIEPETBOPIOIOYNI (hepMEHT

BJIIII — BepxHi 1uXaibHi MIISAXU

HAH — nabytuii anrionaOpsik

P/l — piBeHb 0Ka30BOCTI

CAH — cnagkoBuii aHT1OHEBPOTUYHUI HAOPSK

C3II — cBi>kO3aMOpOKEHA J1a3Ma

V3]l — ynbTpa3zByKoBe JOCIHIIKEHHS

XCK — XpoHiuHa CIIOHTaHHA KPOMMB’ THKA

KT — mmyHKOBO-KUIIIKOBHM TPAKT

EAACI — €sponelicbka Akaznemis aneproJiorii Ta KiiHiuHoi imyHousorii (European
Academy of Allergy and Clinical Immunology)

SDP — 06’ennana mia3ma, 00po0ieHa METOIOM «PO3YMHHUK-AETEPrenT» (solvent
detergent-treated plasma)

LTP — noBrocrpokoBa nmpogiiakTiuka
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IlepeamoBa MyJIbTHAMCHHUILIIHAPHOI PO0040I rpyH

Jana xniniuna macmanosa (KH) «Cnaoxoeuti ameione8pomuyHuil HaOpsKy
po3pobnena 8i0nosiono 00 Memoouku po3podOKu ma 6npPoBAONCEHH MEOUYHUX
cmanoapmie — MeOudHoi  0onomo2u  HA  3acadax — 00KA3080i  MeOUYUHU,
3ameepodicenoi naxazom MO3 Vkpainu 6io 28.09.2012 Ne 751 «Ilpo cmeopenus
ma 6npoBaod’ceHHss MeOUKO-MeXHOJI02IYHUX OOKYMeHmie 31 cmaHoapmu3ayii
MeOuyHoi donomocu 6 cucmemi Minicmepcmea oxoponu 300po8’s Yxpainuy,
3apeecmposanum 8 Minicmepcmai tocmuyii Yrpainu 29.11.2012 3a Ne 2001/22313
(31 3MiHaAMU) ma aoanmogaua OJisi CUCmeMu OXOPOHU 300P08 51 YKpaiHu Ha 0CHOBI
kniniynoi nacmanosu The international WAO/EAACI guideline for the
management of hereditary angioedema—The 2021 revision and update
https://onlinelibrary.wiley.com/doi/10.1111/all.15214

Aoanmayis KniHiYHOI HACMAHOBU NepeddalanNa HeCeHHs 8 He3MIHHUL MeKCm
OpUSIHANILHOI HACMAHOB8U KOMEHmMAapié pobouoi epynu, y AKUX 8Ii000padceHo
MOJNCIUBICINb  BUKOHAHHA MUX YU ITHUUX NOJONCeHb KIIHIYHOI HACMAHO8U 8
PeanbHux YyMo8ax GIMYUSHAHOI cucmemu OXOPOHU 300p08’s, OOCHMYNHICMb
MEOUYHUX 8MPYYAHb, HAAGHICMb peccmpayii 6 Yxpaiui nikapcvkux 3aco0is, wjo
3a3HAYeHi 6 KIIHIUHIU HACMAHOBI, GIONOBIOHICMb HOPMAMUBHIL 643l w000
opeanizayii Ha0aHHs MeOUHUHOI OONOMOR2U.

Kninivna  nacmanosa  «Cnaokosuul — aneioHe8pomuuHull  HAOpPAK»  ye
PEKOMEeHOAYIUHULL OOKYMeHm 3 HAUKpawjoi MeoOudyHoi npakmuxu, He HNOBUHHA
PO3YIHIOBAMUCS K CIAHOAPM MeOUUHO20 JIKY8aHHsA. [Jompumanns nonoxcerv KH
He 2apaHmy€ YCRIUWHO20 JIKYBAHHA YV KOHKDEMHOMY BUNAOKY, il He MOJICHA
poszensadamu sIK NOCIOHUK, W0 BKIIOYAE YCi HeOOXIOHI Memoou OiacHOCMUKU Mmda
niKyeanus abo eukmouac inwi. Hacmawnosu mne iominsioms iHOUBIOYANLHOT
8I0N0GIOANILHOCMI CNeyianicmis 3 0OXOPOHU 300p08°S 3a NPUUHAMMS HALEHCHUX
piuens 8i0no6ioHo 00 obcmasun ma cmamy KoHkpemuoi nayiecnmru. Cneyianicm 3
OXOPOHU 300pP08’°Sl MAKONC 8I0N0GIOAE 3a NepesipKy Npauil ma HON0NHCEHD,
3aACcmoco8anux 00 JIKAPCbKUX 3aco0ié ma MeOUdHUXx 8Uupooie, YUHHUX HA MOMEHM
NPUBHAYEHHS MAKUX MEOUYHUX MEXHONO02IL.

Ocmamoune piulenHs: CMOCOBHO BUOOPY KOHKPEemHOI KIIHIYHOI npoyedypu
abo naamy niKy8aHHsA NOBUHEH NPUUMAMU JIIKAP 3 YPAXYBAHHAM KIIHIYHO20 CMAHY
nayienma, modfcaugocmeti 01 NPOBeOeHHs OIAeHOCMUKU Ma JIKY8AHHA )
KOHKDEemMHOMY 3aK1a0i OXOPOHU 300P08 5.
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The international WAO/EAACI guideline for the management of hereditary
angioedema—The 2021 revision and update

AHoTAaNif

CnankoBuii anrioneBpotuyHuil HaOpsik (CAH) € piakicHUM 3aXBOPIOBAHHSIM,
AK€ TPU3BOAMUTH [0 IHBAIIAHOCTI, IS SIKOTO KPUTHUYHO BaXJIUBI PAHHS
niarHocTuka Ta edexTuBHa Teparid. Lleil meperyian Ta OHOBIEHHS TJIOOATBHOT
HactaHoBU WAO/EAACI mono niarHoctuxu ta jgikyBanHsa CAH micTuTh cyyacHi
BKa3iBKU 11010 JikyBaHHS CAH. /Ins 11bOro OHOBJIEHHS Ta MEperisily HaCTaHOBU
MDKHapoJHa Tpymna €eKCHEepTiB MeperjisiHyjla HasBHI J0Ka3u, po3poduna 28
peKoMeHJanid 1 Jocsriia KOHCEHCYCy 3a JIONOMOIOl  OHJIaHH-TIPOIEeCy
DELPHI. Meta nux pekoMmeHpallii 1 HACTAHOB TMOJSTA€ B TOMY, 1100 JOMOMOITH
JKapsAM Ta IXHIM Mali€eHTaM y NPUHHATTI PalliOHAIbHUX PIIIEHb H[0JI0 JIKYBAHHS
CAH 3 pedinurom iuriditopa Cl (tun 1) 1 CAH 3 nucdyHKIioHAIBHUM
iHriditopom C1 (Tunm 2), HajgaruM BKa3IBKU MO0 MOIIMPEHUX 1 BAXKIMBUX
KIiHIYHUX mnpooOsemu, Taki sk: (1) SAx cmig miarmoctyBath CAH? (2) Konu
naiieHTH 3 CAH noBuHHI oTpuMyBaTH NpodiIaKTUYHE JIKYBAaHHS Ha JOAATOK 10
JIKyBaHHS 3a MOTpPeOO0 Ta SIKi METOJM JIIKyBaHHs ciia 3actocoByBatu? (3) Ski
it aikyBaHHs? (4) Yu mae Oyt pizaum nikyBanHs CAH nans ocobnuBux rpyn
naiieHTiB 3 CAH, Takux sk nitm abo BariTHI/roayBaibH1 XIHKH? Ta (5) Skum
yrHOM nanieHTH 3 CAH moBHHHI KOHTPOJIIOBATH aKTUBHICTh, BILUIUB T4 KOHTPOJIb
cBoei xBopooOu? I[i HacTaHOBM TaKOX CIPSMOBaHI Ha Te, MO0 JIOMOMOTITH
BCTAHOBUTHU IJ100anbH1 cTaHnapTu JikyBaHHi CAH, 3a0XoTuTH Ta mNOJErmuTH
BUKOPUCTAHHS PEKOMEHIOBAaHUX JIarHOCTUYHMX 1 TepaIlii Jis BCIX MaIll€HTIB.

1. Beryn

Cnankouii anrioneBporuunuii HaOpsik (CAH; hereditary angioedema) —
PIAKICHE TEHETHUYHE 3aXBOPIOBaHHS, SKE XapaKTEPU3YEThCS PELUIUBHUMU
€ri30/1aMH aHT1OHEBPOTHYHOTO HAOpsKy (AH), mo 3a3Budyail BUHWKaEe y MIKIpi 1
MiAIMIKIPHIA KIITKOBHHI a00 CIWM30BHX OOOJIOHKAX BEPXHIX JMXAJbHHUX IIJIAXIB
(BAI) ta murynkoBo-kumkoBoro Tpakty (LLKT). CAH e cepiio3zHoto rino6anbHO0
npoOJIeMOI0, OCKUIBKM 3HAYHO BIUIMBAE Ha SKICTh JKUTTS HE JIMIIEC CaMUX
MAIl€HTIB, a ¥ WIEHIB IXHIX CIMEH.

Ha cporogni Bimomo 1nBa Tunu CAH, cnpuunHeHoro aedimuToM
¢yHkmionanpHOTO OiNKa-iHTi6iTopa Cl-ectepasm (C1-INH; hereditary angioedema
caused by deficiency of functional Cl-inhibitor — CAH -C1-INH), npu sikux
naTo(i310J0TIYHUM MIATPYHTAM € abcomroTHu# (Tun 1) aGo BimHOCHUU (THUN 2)
nedimuT C1-INHY 2, 10 TIPU3BOJIUTH J0 HAUTMIIKOBOI MPOAYKIIiI OpaJuKiHIHY ¥
akTHBaIii pernenrtopa Opamukinina B2. IlixBumena mpopaykiiis OpaauKiHiHA Ta
HITMX MEIIaToOpiB MPU3BOAUTH J0 30UIBIICHHS MPOHUKHOCTI CY/IMH 1, BIIITOBITHO,
IIPOCOYYBAHHS PiANHH B HABKOJIMIIHI TKAHUHH, 110 1 criprauasie AH®,

Ile npyrmii meperyiss Ta OHOBICHHS MDKHAPOAHUX PEKOMEHIAIN 3
marHoctnku Ta mikyBamus CAH", skmit GyB po3pobieHmii BcecBiTHBOIO
opranizaniero 3 aneprii (World Allergy Organization — WAO) y cniBopaitii 3
€BpoOIEChKOI0 akaJeMiel0 aneprii Ta kiiHiuHOi iMyHosorii (European Academy
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of Allergy and Clinical Immunology — EAACI). OnoBieHa Bepcisi peKoMeHaliin
BIIPIBHSETBCS Bl MHUHYJIOT pelakiii Ta IHIIMX KEPIBHUX MPUHIIUIIIB,
KOHCEHCYCHHX 3BiTiB 1 m0KyMeHTiB®'?, OCKiTbKM TIPYHTY€ThCS HA OCTAaHHIX
onmyOrikoBaHUX J10ka3ax crocoBHO CAH, a Takox Ha JOCBI/1 €KCIEPTIB.

VY onoBneHoMmy KepiBHUILITBI BpaxOBY€TbCS CHUCTEMA OLIHKH JOCIIIXKEHb 1
pexomenganii s npotokosiB AGREE II 1 metoau, 3anponoHoBaHl poOo4or0
rpymnoio GRADE®. Bignosinso 1o minxoxy GRADE, meii meperisa BH3HA€, 110
OJTHUX JIUIIIE TOKA31B HEAOCTATHHO JUISI IPUKWHATTS PillieHb 100 JIIKyBaHHS, TOMY
P CTBOPEHHI peKOMEHJalid Oysl0 BpaxOBaHO KOPHUCTh 1 IMEpeBarv, a TaKOX
KJIIHIYH1 0OCTaBUHU 1 JOCBIJl €KCIIEPTIB.

Jliss po3poOKHM IIFOTO OHOBJIEHHS Ta MEPETiisiAy HAacTaHOBU Oyio 3i0paHo
rJ100aJIbHY Ta PI3HOMAHITHY I'PYINy €KCIEePTIB-KITHIUCTIB, HAYKOBIIIB, TAI[IEHTIB 3
CAH Tta npencraBuukiB mainieHTiB. CKlaJa €KCIEPTHOI Tpymnu BimoOpaxkae
rJI00aJIbHUN XapakTep I1[1€i HACTAaHOBU 3 reorpadiuHuM 1 reHJepHUM OajlancoM i
yjieHiB. BpaxoByrouu Te, 110 JIIKyBaHHS MAII€EHTIB 3 AHTTOHEBPOTUUYHUM HAOPSKOM
notpedye MUDKIUCHUIUIIHAPHOTO MIAXOAY, OylIM 3aldyyeHi CHeUialliCTh PI3HUX
ramy3eif, 30KpeMa ajeprojorii, JepMaToiorii, HEBIIKIATHOI MEIUINHH,
racTpOEHTEpPOJIOrii,  IeMaToJIOrii,  IMYHOJOTii,  BHYTPIIIHBOI  MEIUIMHH,
OTOJIAPUHIOJIOT1] Ta meiaTpii.

3yCwiisl eKCIEepTHOI TpyNu KOOPIWHYBAIHM YJCHH KEPIBHOTO KOMITETY
(MMau, MMag, SB i TC). Yci uneHu rpynu JiKapiB/KIIHIIKMCTIB MajJd aKTUBHO
JIKyBaTU TIALIEHTIB 13 aHT1OHEBPOTUYHHUM HAOpsSKOM Ta/abo OpaTu yd4acTh y
JTOCHIIHKeHHIX, O6e3nocepequbo 1o’ a3anux 3 AH. Yci unenu excriepTHOi rpymnu
Hajanu (iHaHcoBy iH¢opwmarito. Lls HacTaHOBa yHIKaJbHA TUM, IO TJI0OaTbHA
ydacTh OyJia 3a0e3nedueHa yJyacTio MIKHAPOIHUX €KCIIEPTIB 3 1" ATU KOHTUHEHTIB 1
28 pi3HUX KpaiH. Yc¢i1 WIeHH KOMICii eKCIepTiB OTpUMad MOBHOBaXXEHHSI OyTH
JieeraTaMyd  HaIllOHAJIBHOTO YW MIDKHApPOJHOTO HAyKOBOTO TOBAPUCTBA, SIKE
MUCHMOBO TMIATBEPANIIO, [0 BOHO NPU3HAYWIO EKCIEpTa CBOIM [EJeraTroMm, a
TAKOX 110 BOHO CXBAJIUJIO HACTAHOBY Ta CIIPUATUME 11 PO3IIOBCIOI>KEHHIO.

Meroro oHoBieHoro KepiBHUIITBA € HaJaHHSA KIIHIIUCTAM Ta iXHIM
narieHTaM peKOMEH A, K1 JOMOMOXYTh iM Yy MPUHHATTI pallioHAJILHUX PIllleHb
y menemkmenti CAH, nacamnepen CAH 1- 1 2-ro tunie (CAH-1/2). KntouoBa
npuunHa He 30cepemkyBatuca Ha CAH 3 nHopmansanm piBaem C1-INH nmonsirae B
TOMY, 10 Il OUTBIIIOCTI MAIIEHTIB J1arHOCTUKA HEMOXKJIMBA. | eHeTHYHNN aHai3
MO>K€ BUSBHTH JIMIIIE HE3HAYHY MIATPYMY MAIlIEHTIB, Y KOrO HasBHA Mil03pa Ha I1e
3axBoptoBaHHg. OKpiM TOro, MesAKi JaHl CBiq4aTh, MO POJdb OpajuKiHIHA SK
OCHOBHOTO Meniaropa HaOpsky npu CAH e cymuiBHOMW. lle HaBOAUTH HA TyMKY
po HeoOxigHicTh MOBTOPHOI ominku CAH 3 HopmanbauM piBaeM C1-INH.

Y OHOBJIEHOMY JOKYMEHTI BHCBITJICHO 28 peKOMeHarlil, 3 skux 7 — HOBi, 13
— 3MiHEHI 1 8 — 3ajgummiacs 0e3 3MiH, MOPIBHSIHO 3 IOINEPEAHBOI0 PEAAKITIEIO
nokymMeHTy. OCHOBHI MUTaHHS, BUCBITIICHI B ITUX PEKOMEHIAIIISX:

o Sx cnix Bu3navaty 1 kinacudikysatu CAH?
L SAx cmig giarHoctyBatn CAH?
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° Sk cnip nikyBatu naiieHTiB 13 CAH 1 siki BapiaHTH JIIKyBaHHSI MatOTh
BUKOPHUCTOBYBATHUCA?

L Sxi uimi nikyBanass CAH?

o Uu wmae mikyBaHHa CAH Biapi3HATUCA Yy JEKPETOBAaHUX TIpPYI
MAIlI€HTIB, TAKUX K JITH 1 BariTHI/TOy0U1 KIHKU?

] Sx mamieutm 13 CAH 10oOBHMHHI CTEXWTH 3a aKTUBHICTIO
3aXBOPIOBaHHS ?

BaxxnmBo Takok 3a3HAYUTH, II0 JOCTYII IO Cy4acHOT A1arHOCTUKU i Teparii B
naujentis i3 CAH y meBHHX perionax cBiry € obmexennm™ . Lleif mepermsa i
OHOBJICHHS PEKOMEHJAIlli MalTh Ha METI JOMOMOITH 3MIHUTH 1€, a TaKOX
COPUSITH TJIOOATIBHOMY BHUKOPHUCTAHHIO PEKOMEHJIOBAaHUX METOMAIB JIIarHOCTHKHU ¢
JIKYBaHHS JIJIs1 BC1X MAIIEHTIB.

Komenmap pobouoi epynu: na momenm po3poOKU KIIHIYHOI HACMAHOBU
diacHocmuyni memoou, 3acmocoshi wooo CAH, B Vkpaini nepesasicno oocmynhi
6 Komepyiunux Jnabopamopiax. Busznauennsa xoumyemmpayii ineioimopa ClI-
ecmepazu i 1020 AKMUBHOCMI NPOBOOUMbCS  GUKIIOUHO 8  KOMEPYIUHUX
nabopamopisax. [enemuuni memoou OiAeHOCMUKU MAKONHC OOCMYNHI Jule
0NnocepeodKo8ano uepes 3apyoidicHi KoMepyitini 1abopamopii.

2. MeTonmn

2.1. Bubip xnouogux numats, opmynio8anHs pekomenoayiil

¥Yci aBTopu Oynu npu3HAYeH1 A0 OAHIET 3 HOTUPHOX POOOUUX TPYI, KOXKHA 3
AKX 3aiiMasiacsi meBHO0 mpeamerHoro obOmactio CAH: (1) HoMeHkinaTypa Ta
niarHoctuka, (2) Tepamis «Ha BUMOTY», (3) mpodinaktuka Ta (4) 0coOJMBI
MOMYJIAIIT Ta MipKyBaHHS 11010 JIiKyBaHHsI. [lo-Tiepiie, 1iIb0B1 TPYIU MOMPOCUIN
NEePETNITHYTH 1ICHYIOY1 pekoMmeHnalii 3 nonepennix HacranoB WAO/EAACI momo
CAH y ix TemaTu4Hii 00aCTi Ta OIIHUTH Il PEKOMEH/IAIlli Ha MPeIMeT TOYHOCT1
Ta BixmoBigHocTi noTouHiit npakruui.*® ITotiM wieHiB po6GoYOT TPYIHM HOIPOCHIN
KPUTUYHO TEPEerNITHYTH (OPMYJIOBAaHHS Ta OHOBUTH HOTO, SKIIO HEOOXITHO.
PoGounm Tpymam Takox OyJIO 3aIpPONOHOBAHO PO3TJSHYTH, YW TOTPiOHI HOBI
pexomMeHpalii, 1 BigmoBigHO po3poduTH ix. L[imboBI rpynu 3AIHCHUIN TMONIYK 1
TeperJIsi JIITepaTypH, OB’ A3aHOT 3 KOXKHOIO PEKOMEHIAITIEIO.

VY pexomeHaaIisx, HaJaHUX y i HACTAaHOB1, BUKOPUCTOBYIOTHCSI CTAaHJAPTHI
dbopMynOBaHHS, TOOTO «MHU PEKOMEHIYEMO» a00 «MH TPOMOHYyEMO». «Mu
PEKOMEHIyEMO» BiOOpakae HAIOJICTJIMBY PEKOMEHJaIli0, Maroun Ha yBasi: (1)
mo Bci abo maibke BCl MOiHGOPMOBaHI JOIU 3pOOJATH Takuil BUOIp, (2) 110
MOCTavaJIbHUKAM MEIUYHUX TIOCTYT MOTPIOHO MEHIIE Yacy IJisl MPUHHATTS PIllICHb
1 OLIBIIIe Yacy JJIsl MOAOJIAaHHS TIEPEIIKO ISl X BIPOBAKEHHS Ta TOTPUMaHHS, 1
(3) mo B OLIBIIOCTI KITIHIYHUX CUTYaAIll peKOMEHAIlisT MOXKe OyTH TIpHIHSATA 5K
HajexxHa. «Mu mpomoHyeMo» BimoOpaxae ciabKy peKOMEHaIlilo, sKa O3HAYae:
(1) mo OimpmricTe moiHGOpPMOBAHUX JrONIEH 3pOOUTH Takuii BUOIp, aje 3HAYHA
KUIbKICTb HE 3p0o0uTh, (2) 10 MOCTAYAIBbHUKM MEIUYHUX TMOCIYT 1 Malli€eHTH
MOBUHHI OyIyTh MNPUIUIATA OUIbIIE 4Yacy MpOLEeCy NPUUHATTS pIlIeHb. Yy
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MOPIBHSAHHI 3 CHUJIBHUMU peKOMeHAAIsiMH, 1 (3) mo po3poOka MOJITHUKUA MOXE
BUMAaraTu BUKOPUCTaHHS JOJATKOBUX PECYPCIB. BaXIJIMBO, LIl HACTAHOBA BU3HAE Ta
Ma€e Ha METI OM’SIKIIUTH PI3HUII0 B pecypcax OXOPOHHU 30POB’S JUIsl JIIKYBaHHS
CAH wmix kpainamu. PexomeHnpariii, HaBeeH1 B I[iii HACTaHOBI, CIPSAMOBaHI Ha
(dopmyBanHa onTumanbHoro miaxony Ao CAH mwisixom po3poOku rio0ambHUX
cTanaapTiB aiarnoctuku ta JikyBaHHs CAH. Llg itHcTpykiis Oyzae AisiTH IpOTAroM
HacTynmHHUX 4 POKIB micid ii myOJikallii, 10 HaCTYITHOTO OHOBJICHHS Ta MEPETrIsy.
HoBi imei Ta BAOCKOHAJNEHI IHCTPYMEHTH, [IarHOCTHKA Ta JIIKyBaHHS, SK1
BIIPOBAXKYIOTHCS 10 HACTYITHOTO NEPETrJIsy Ta OHOBJIECHHS 1I€i HACTAHOBHU, CIIJ
BUKOPUCTOBYBATH [JIsi MoOKpaileHHs jikyBaHHd CAH, sik TUIbKM BOHM CTaHYTh
JOCTYITHUMMU.

2.2. [lowyx ma o2nsa0 nimepamypu

JIJist OHOBJIEHHSI Ta MEPETJIsAY PeKOMEHAAI MmonepeaHboi Bepcii HaCTaHOBU
OyJ0 MPOBEACHO CUCTEeMATUYHUI MOIIYK JiitepaTypu 3 1 uepBHsa 2016 poky. s
HOBHUX 1 JIOJATKOBUX peKoMeHparii (pekomenaamii 3, 11, 13, 16, 17, 19 1 25), a
TAKOX Il BXKE ICHYIOYMX pEKOMEHJalii 13 3MIHEHUM (OpPMYIIOBaHHAM
(pexomenpamii 1, 2, 4, 5, 7, 9, 10) , 12, 14, 18, 21, 22 1 28), noBHuit 06myk 3 1
ciurs 1985 poky. PeneBantHy iH(opmarlito Oyino B34TO 3 BUSBICHUX IMyOTiKaIlii, a
iX SIKICTH OIIIHEHO 3a JIOTIOMOTOK0 CTaHapTU30BaHOT PoOOUOT TabuII, SIK ONMUCAHO
panire.” KoxeH pyKOIHC/IOCITIKEHHS, BKIIOUCHE 10 HACTAHOBH, OYIIO OIiHEHO
3 OISy Ha MOro MeTojoJioriuny skicTh (Tabmumst 1 ), 1 mpoiiec MOmyKy Ta
OLIIHKM JIITEpaTypu TPUBAaB M1l 4Yac IMPOLECYy pElHEeH3yBaHHSI Ta pPO3pOOKH
HACTAHOBHU Ta MOCTIMHO OHOBIIOBaBCS 10 19 mumas 2021 poky.

Tabnuusa 1. Pieni ookazoeocmi

A: paHIoMi30BaHe TOJIBIHE cCiine KIIHIYHE TOCTI/DKEHHS BHUCOKOI SIKOCTI
(HampuKIIaa, PO3paxyHOK pO3Mipy BHUOIpKH, OJOK-CXeMa BKIIFOUCHHS TNAIli€HTA,
anayi3 Hamipy JikyBatu [ITT] ta mocTaTHiil po3mip BUOIPKH)

B: panmomizoBaHe KIiHIYHE IOCTIKEHHS MEHINO1 SKOCTI (HAmpHUKIIaI, JIWIIe
OJIMHApPHE CJIine, 0OMEXEeHH po3Mip BUOIpKH: MoHAMeHIIe 15 marieHTiB B TpyIIi
JTOCITIJIPKSHHS )

C: mopiBHsJIbBHE JOCIIIKEHHS 3 CEPHO3HUMHU METOJIOJIOTIYHUMH OOMEKCHHIMU
(HampuKIan, He ciine, Ay)Ke Majauil po3Mmip BUOIpKU, 6e3 paHaomizalii) abo maHi
BEJIUKUX BITKPUTUX PEECTPIB

D: aganToBaHO 3 iICHYIOUOTO KOHCEHCYCHOTO JIOKYMEHTa a00 MO3WIii Ha OCHOBI
roJIOCYBaHHS E€KCIEPTHUX BHCHOBKIB IMiJI 4Yac KOHCEHCYCHOI KOH(epeHIi,
JI0OKa30BICTh HE BITHOCUTHCS 10 piBHIB A-C

2.3. Koucencychi npoyedypu
Koncencyc Oyno AOCSITHYTO, SIK ONUCAHO B MOMEPEIHbOMY NEperisii
pexomennarii WAO/EAACI mono CAH, 3a BUHATKOM TOTO, 110 Y€pe3 MaHIAEeMiI0
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COVID-19 BuxopuctoByBaBcsi onmaiiH-npounec DELPHI, a He koHceHCycHa
koH(pepenuisa. [Iponec DELPHI 0yB 3actocoBaHuil 3a JOMOMOI'OIO CIELIAIBHOTO
nporpamHoro 3abesneueHHs (Welphi ® ; decisioneyes, Jlicabon, Ilopryramis).
[Ipouec DELPHI € nepeBipeHUM MiAX00M A0 OL[IHKH Ta YTOUHEHHS TYMKH IPYIIH
yepe3 IMOBTOPIOBAaHI payHAM OMNUTYBaHHS. AHOHIMHICTh I[bOTO TMPOILECY €
KIIOYOBHUM 1 Ja€ 3MOTY 3MIHIOBATH MOTJISAN MPOTATOM IPOILECy, 3a0e3meuyroun
piBHe BpaxyBaHHs gymok."> I'pyna DELPHI ckiaganacs 3 4ieHiB IPYIH eKCIEPTiB
3 MpaBOM TOJIOCY, BKJIOYAlOUM 4jeHIB KepiBHOro komirety. I[Ipomec DELPHI
MPOBOJMBCS B JIBa payHAH, Y (iHAIBHOMY payHIi Oylo JOCATHYTO KOHCEHCYCY
moJ10 Bcix 28 pekoMeHjauiid HacranoBu. Y 1 typi (22 aui 3 11 naucronana no 3
rpyanst 2020 poky) Ta 2 Typi (15 aniB 3 29 ciuns no 11 motoro 2021 poky) B3sun
ydqacTh 53 1 52 y4acHUKHM BIATMOBIIHO. YCl YYaCHHKH TPOTOJIOCYBAJIM 3a BCl
3ampoOIIOHOBAaH1 pPeKOMEH/allii poOoYnX TPyIM; BIAMOBIIHO, a0CONIOTHA KIIBKICTh
cknana 53 abo 52 3a Bci pexkomenpanii. Y paynal 1 pekomenpaanii, po3po0iieHi
4oTUpMa poOOYMMHU TpylamMu, OLIHIOBAIN BC1 YUYaCHHUKH 3a JIBOMa BapiaHTaMu: « 51
3roJIeH 13 TEKCTOM 1 CHIIOI0 peKOMeHmalii» abo «S He 3rogeny». SKI0 y4acHUKH
He [MIANUIM  3rofau, I1X TPOCHIM BBECTH KOHKPETHY TMPOIO3HII0 MO0
IbTEPHATUBHOTO (OPMYIIIOBaHHS pEKOMEHMAIii pa3oM 3 OOIPYHTYBaHHSIM
3alpOINOHOBAHOT 3MIHHM. YCI yYaCHUKM Malld MOJIHMBICTh HAJaTH JOIATKOBHIMA
3BOPOTHIA 3B’SI30K 32  JIOMIOMOTOI0  JOBUIBHUX TEKCTOBUX  BIATIOBiNEH.
PecnioHieHTIB mpOoCUIM PO3TJSIHYTH iX KIIHIYHUW JOCBiA, MIAXiJ 0 BEACHHS
MAIli€HTIB, KU BOHHU JOTPUMYBAIUCS B CBOIM MpaKTHIN, 1 1XHI OUTBIN IIMPOKI
3HanHs npo CAH. UieHn KepiBHOTO KOMITETY MEpEryisHyJIM peKOMEHJallii Ha
OCHOBI pe3yJIbTATIB 1 BIATYKIB, OTPUMAaHUX y payHi 1, 1 HagaJIM BiATyKA Ha BCI
KOMEHTapi. MiAXia A0 BEACHHS IMAI€HTIB, SKAM BOHHM KOPUCTYBAJIHUCS B CBOIM
MPaKTHIIL, @ TAKOX iX mmpiri 3HanHs npo CAH.

Y paynai 2, moO oOTpUMaTtd KOHCEHCYC, PECIOHACHTIB 3aluTyBaj,
MOTO/KYIOTbCS BOHUM UYM HE TOTOKYIOTHCS 3 KOXKHOIO TEPETIISHYTOIO
pexomenpaiiero. CUIbHUN KOHCEHCYC 1 KOHCEHCYC OyNiM BU3HAuY€HI ampiopi K
sroga mpuHaiiMHI >90% 1 >75% pecnoHneHTIiB, 1 BIiACOTOK 3roau OyB
3adikcoBaHMil I KOXKHOI peKkoMeHIarii.'® 3HOBY K TaKH, WICHH KEpiBHOTO
KOMITETY PO3TJISHYJIM KOMEHTapi, 3po0JIeHI YIeHaMU I'PYITA eKCIIePTIB 1 HaJaHi M.
Buecok uneniB ekcrneptHoi rpynu 3 000x paynaie DELPHI 6yB Bukxopucranmii
JUTSE PO3POOKM OCTATOYHOI Bepcii TEKCTY HACTaHOBH, KM OyB CXBaJeHUU Bcima
TUTSE Ty OJTiKAITii.

2.4. [Ipezenmayis pexomenoayii

Koxna pexomennaiis BigoOpakaeTbcss y momi, sike Mictuth (1)
pexomMeHaIio, (2) piBeHb MOCATHYTOTO KOHCEHCYCY Ta (3) piBeHb SKOCTI aHUX,
SK1 TATBEPKYIOTh PEKOMEHIAITIIO.

3. BuzHaueHHsI, HOMeHKJIATypa i Kjaacudikais

AHT10OHEBPOTUYHUIN HAOPSIK XapaKTEPHU3YEThCSI TPAH3UTOPHOIO CYIUHHOIO
peaxiicro TMMOOKUX IMKIPHUX/ MIAMIKIPHUX TKAaHWH a00 CIU30BUX/MIICIN30BUX
TKAaHWH 13 JIOKaJbHO IIIBUIICHOIO MPOHUKHICTIO KPOBOHOCHUX CYAHH, IO
NpU3BOAUTH 10O HaOpsSKY Tkanun’ 2, Po3pi3HsI0TH AHT10HAOPSIK,
OMOCEepEe/IKOBaHUN OpaJMKIHIHOM 1/abd0 MeaiaTopaMu MAacTOLMTIB, 30Kpema
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ricramirom (Tabmuus 2)*°*°. AH, 3yMoBIeHHH OpamKiHIHOM, MOXe OYTH

cnaakoBuM abo HaOytuM. CnaakoBuil aHrioHeBpotuyHui HaOpsik (CAH) moxe
BUHUKATH BHacuigok nediunuty/nedexty Cl inridiropa (C1-INH) a6o BHacmigox
iHIMX MexaHi3MiB (muB. TaGmumo 2)° %, Pisui dbopmu CAH posnizHatoThCcsl Ta
1IEHTU(IKYIOTHCS] TEHETUYHO:

1. CAH sBuacmigox nedinury Oinka CI1-INH (CAH Tun 1, CAH-1),

XapaKTepU3y€eThbCs HU3bKUM AHTUTEHHUM 1 (yHKIIOHaIbHUM piBHeM Cl-
INH;

2. CAH Buacmigox nucoyskiii Oimka CI1-INH (CAH tun 2, CAH-2),
XapaKTEePU3YEThCSI HOPMAIBHUM (200 MIIBUIICHUM) AHTUTE€HHUM DPIBHEM
6inka C1-INH, ane HU3bKOO {i0ro (QyHKIier ;]

CAH i3 myraiero B reni XII dakropa 3cizanns kposi (CAH-FXI11)*3;
CAH i3 myrauiero rena anrionoernny-1 (CAH-ANGPT1)%;

CAH i3 myrauiero rena miasminoreny (CAH-PLG)®;

CAH i3 myrauiero kininoreny-1 (CAH- KNG1)*;

CAH i3 myratiero B reni miodepriny (CAH-MIOF)®;

CAH 13 wmyraniero B TeHl remnapancynbdaty 3-O-cynsdoTpancdepazu
(CAH-HS3ST6)%.

Jlo Toro x, y AeskuX MaIi€HTiB okpemo BuAULIIOTE CAH uepes HeBimomi
mytariii (CAH-UNK).

N kW

Komenmap pooouoi epynu: CAH 3 npuuunamu, 3a3navenumu y nynkmax 3-6,
€ Ha036UYAliHO PIOKICHUMU, B6CI pazom cmaHosiauu meHwe 1% e6cix eunaoxis,
Maudice 8 yCiX BUNAOKAX NPUCYMHIU 0OmsadiceHull cimeunull anamues. /liacnos ix
Modce  Oymu  8CMAHOGNEHUL  Juwie  Npu  2eHEeMUYHOMY  OOCMENCeHHI.
Heobepynmosane ecmanosnenns oiacnoszy  “CAH uepe3 mesioomi mymayii’
MOJNCIUBO — Uepe3  HeOOCmamui  1abopamopHi  modcaugocmi.  Bpaxoeyrouu
pioKicHicmb cmany, mae Oymu nposedeHo Nnoehe 1abopamopHe 0OCMedNCeHH s,
BKAIOUAIOYU WUPOKULL Nepenik mecmis 011 Oupepenyitinoi diacHocmuKku 0
BUKTIIOYEHHS [THUWUX 3AX80PI0GAHb (AYMOIMYHHUMU, ANEPeiYHUMU, eHOOKPUHHUMU
ma iM.) K NPUYUHU PeYuOUBHUX HAOPSKIE,.

)

Pizni hopmu CAH marote neski cniibHi 3 CAH iniHIYHI 03HAKH 1, IMOBIPHO,
BapiaHTH Tepamii- .,

Bimomo Takox KiJIbKa THUITIB OpaJHMKiHIH-OMOCEpeaKoBaHoro Hadbyroro AH.
OcHoBH1 Bumangku BiIto4YaloTh HAOyTui gedinmut CIl-INH 3 #Huszekum Cl
iHT10iTOpOM (HAH-CI-INH) 1 3YMOBJICHHI iHTi6ITOpamMu
aHT10TEH3WHIIEPETBOPIOBAIBHOTO (PepmeHTy anrioHaOpsak (1AIID-AH) (Tabmwims
2)39'44. i Tomu AH wmarote neski cniibHi 3 CAH KiIiHIYHI 0COOJIMBOCTI Ta

BapiaHTH JIIKyBaHHS.
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Taonuya 2. Knacugikauia anzioneepomuunozo HadpAKy

AH. BHICTHKAHHH Gpa KoM AH, BUKITMKaHWK MeiaTopaMu Meniatop
> P MAaCTOLIUTIB HEBIIOMHMI
C1-INH C1-INH nopma
JnediuT/ TUchYHKITIS IgE He-IgE riomaTuys
3 3 OIIOCEPEIKOBAaH | ONOCEPEeIKOBa it AH
Bpomxkenn | Habyrtu | Bpomkenwuii HaOyruit . G
i i
CAH-nC1-
INH
(CAH-
FXII, CAH-
PLG, CAH- | jAI®-AH. Al g
KNG1, aHa(IaKCi€ro. AH 3/6e3
CAH-1 HAH- CAH- . AH, 5 AH 3/6e3 YPTUKAaPHOIO
CAH-2 Cl-INH | Hs3sTe, lHﬂ_yKOBaHHH YPTHUKapPHOIO BHCHUITKOIO
CAH- IHITAMH . BHUCHIIKOIO (KpomuB’IHKA)
ANGPTL" npernapaTamu (KpoTTHB’siHKa)
CAH-
MYOF",
CAH-
UNK)

[pumitkn: CAH-1: cragkoBuii aHTIOHEBPOTHYHUN HAaOpsk BHacHimok nedinuty Cl-inriditopa; CAH-2:
CIIAJIKOBUH aHTIOHEBPOTHYHHM HaOpsK BHacHinok aucdyHkiii Cl-iariditopa; HAH: HaOyTHii aHT10HAOPSIK
BHacainok aedinuty Cl-inridiropa. CAH-nC1-INH - CAH i3 HopmanbauMm piBHem C1-INH, 3ymoBieni
mytanisma FXII (dakrop XII), ANGPT1 (anrionoerun-1), PLG (mma3minored), KNG1 (kiHiHOTeH),
MYOF (miodepmin) i HS3ST6 (remapancyinbdar-ritoko3amin-3-O-cynbdorpancdepasza 6) abo HEBITOMHUI
(UNK). "CAH-ANGPT1 i CAH-MYOF 3ymoBJeHi MyTalisMH, SKi 3a4ilaloTh €HIOTeNil CyIuH, i poib
OpamukiHiHy gK Mermiatopa cumnTomiB AH, odeBmmHo, € HempsMor abo ymoBHOM.* IHmI mpemapatn
(61okaropu pernenTtopiB aHrioreH3uHy I, rminTHHYU, HTI0ITOPH HEMPUITI3UHY a00 AKTHBATOPH TKAHUHHOTO
IJIa3MIHOT€HY) MTOTEHITIHO 3aTHI IHIyKyBaTH OpaauKiHiHOTocepenkoBanuii AH.

4. IaTogisiosoris CAH

4.1. Ilamodghizionocis CAH 1 ma CAH 2

CAH-1/2 — pinkicHuif aBTOCOMHHI TOMIHYIOUWH CTaH, SIKAN ypaxae OJU3bKO
1 1a 50 000 oci6™™*®. CAH-1/2 nop’s3anuii i3 myTaritiero B reHi SERPINGI, sxuii
koxye C1-INH*. Harenep Bimomo momax 700 Bumis myramiii resa SERPINGI,
acowiitoparnx 31 CAH-1/2*°. V 6mmsbko 20-25% mamieHTiB 3a 3aXBOPIOBAHHS
BIJIIIOBIIa€ MEpBUHHA MYyTallis de Novo SERPING1°1®3,

C1-INH — inri6itop cepuroBoi mporeasu (SERPIN) i ocHoBHUiI iHTiGiTOD
JEKITBKOX HpOTea3 komriemeHty (Clr, Cls i cepuHOBa mpoTeasa, acoriioBaHa 3
JEKTUHOM, 1o 3B’si3ye maHo3y (MASP), 1 1 2) i mporea3 KOHTaKTHHX CHUCTEM
(xamikpein mmasmu 1 koarymorounii FXIIa), a Takox BIZHOCHO APYTrOpsIHUM
iHriGiTop (iGpiHOMITHYHOT IpOTEasy mIasMiny> .

OcHoBHuM MeniatopoM HaOpsiky npu CAH-1/2 e 6paI[I/IKiHiH3 —
HU3BKOMOJICKYJISIPHUI HAHOTEITH]I, SKUH TeHEePYEThCS, KOJIM aKTUBHUHN KaTIKpeTH
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I1a3My  po3UIEIUIIOE BUCOKOMOJIeKYyIsipHUi KiHiHOreH (HMWK). bpanukinin
IIBUAKO METa0OJI3y€eThCS €HIOT€HHUMHU MeTajonpoTeazaMu, cepe] akux AllD.
Kanikpein mna3mMu akTUBYETBCS 31 CBOI'O HEAKTHUBHOT'O MPOEH3UMY IpEeKaTiKpeiny
daktopom mpoteaszu XII (FXII), sikuil Moxke JIETKO aKTUBYBATHUCS MPU KOHTAKTI 3
HEraTUBHO 3aps/KEHUMHU MoBepxHsAMHU. | kamikpein minazmu, 1 FXII iHridyrorbes
C1-INH. IlinBumena cyauHHa TMPOHUKHICTb, CIPOBOKOBAaHA BHUBLIBHEHHSIM
6panukininy npu AH, MesiroeThest gepes pernentop Opagukininy B2°°%,

4.2. Ilamodghizionocia CAH- CI1- INH

CAH-nC1-INH — rpyna nyxe piAKICHUX 3aXBOpIOBaHb, KIIIHIYHI HPOSIBU
stkux yxe cxoxki Ha CAH-1/2%. Ha cygacromy etani BusHano 6 tumis CAH-nC1-
INH na ocuomi wmrwouoBux wmytamiii: FXII, ANGPTI1, PLG, KNGI1, MIOF i
HS3ST6>**°. Opmak y 6impmocti mamientis i3 CAH-nC1-INH He MoxHa
BU3HAYUTHU MYTaIlll0 T€HY, a MaToreHe3 e NoTpiOHO JIeTallbHO OXapaKTepru3yBaTH.
[cHYIOTH KIIIHIYHI JOKa3H, 10 OpaJMKIHIH MOXE BIAIrpaBaTU CYTTEBY POJb NPH
nesuux tunax CAH-nC1-INH, oco6mBo y mauientis i3 mytarieto FXII i PLG*®,
toni sk CAH-ANGPT1 1 CAH-MIOF 3ymoBieHi MyTamisiMu, siKi 3a4ilaioTh
€HJI0TEN1HN cynHH35’64. Xoua CAHnC1-INH wmae nesni crinbail 3 CAH-1/2 xiiHiYHL
O3HAKHU 1, MOXJIMBO, BaplaHTH JIIKYBaHHS, 111 pekoMeHaalii 3ocepemxeri Ha CAH-
1/2.

5. JliarHocTHKA

CAH-1/2 cnig 3amigo3puTH, SKIOO Y TAalleHTa B aHaMHEe3l HasBHUM
peuuauBHUN HaOpsK miKipu (KIHIIIBOK, oOaW44si, TeHiTamii), opraniB ILIKT
(6omroui cma3mMu B KUBOTI 1/a00 HAOpsik TopTaHi). Ll mimo3pa orpuMye 101aTKOBE
HIATPYHTSI, KO TAIlIEHTH TOBIIOMIISIIOTH TIPO OyAb-IKUi ab0 BCi 3 MepeideHnux
HUXK4Ye PaKTOPiB:

o o0TsDKeHUN ciMeHHuU aHamHe3 (Xoya ioro Moxke He OytH y 25%
MaIli€HTIB);

L eI eni30d CUMIITOMIB Y AUTSYOMY/TITITKOBOMY BiIli;

L peluIUBHUN a0 0OMIHATBLHUN O1JTb;

L BUITQJIOK HAOPSIKY BEPXHIX JUXAJIBHUX MIJISAXIB,

o BIJICYTHICTh ~ peakilii Ha aHTUTICTAaMiHHI JIIKApChKi  3aco0wu,
KOPTHKOCTEpOinu abo eniHedpuH;

o HAsIBHICTh MPOAPOMAJIBFHUX O3HAK a00 CHUMNITOMIB Tepea HaOpsKom
i/abo

o BIJICYTHICTh YPTHUKAPIiB.

ITimo3pa Ha CAH-1/2 moBMHHA 1aTH 3alUT HA JJAOOPATOPHI TOCTIKEHHS JIJIS
I TBEPKESHHS z[iarH03le'64’65.

Busnauenns ¢ynkiii C1-INH, 6inka C1-INH 1 C4 y cupoBaTii/mia3mi KpoBi
BUKOPUCTOBYIOTh niisi miarHocTuku CAH-1/2 (Pexomenparmisi 1; puc. 1). Ilpum
MPOBEJCHHI ITUX TPHOX TECTIB JiarHOCTHYHA TOYHICTH BusBiaeHHT CAH-1/2 €
BHIIIOIO IMOPIBHSAHO 3 BUKOPUCTAHHSIM OJIHOTO 3 1170 Stk

Ils HacTaHOBA BH3HAE, IO JIOCTYIHICTH 1 SIKICTh TecTiB Ha pyHKII0 C1-INH,
outok C1-INH 1 C4 Biipi3HSIIOTBCS B YChOMY CBITI, 110 3MYIIY€ JIKapiB y JEAKUX
KpaiHax aJanTyBaTH CBIM BJACHUHN JIarHOCTUYHUN MAX1A (HAIPUKIA, YyTIUBICTh
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tecty C4 Moxe OyTu 30UIBIIYETHCA MPU B3SATTI KPOBI MiJ yac Hamaay, IO
BUHMKA€E, aje 0e3 MoKpamleHHs crenudigyHocTl). Y KpaiHaX, 1€ peKOMEeHAOBaHi
JIarHOCTUYHI TE€CTU HEIOCTYIHI, 1[I PEKOMEHJalli CJiJi BUKOPUCTOBYBATH, 11100
3aKJIMKAaTH OPraHd OXOPOHHW 3J0pOoB’s (piHAHCYBATH BIAMOBIAHI J1arHOCTHUYHI
TECTH JJIs1 3HMXKEHHSI CMEPTHOCTI Ta 3aXBOPIOBAHOCTI, OB’ A3aHOT 3 CAH"

Oynxuis C1-
Pisens C1-INH
Pisens C4
Dynkuis C1-INH Dynkuis C1-INH Dynxkuis C1-INH -
Pisens C1-INH Pisens C1-INH Pigens C1-INH—H
Pigens CH# Pisens C4 Pisensr C4 — H
Tlo3utnBHUN Herarusunit
ciMeitHuii aHaMHe3 ciMeitHuii aHaMHe3
abo anamHes, ab0 i BigcyrHi
, ‘ ' '
CAH- CAH- CAH-nC1-INH AH, inxyKoBaHHi
mu’rBep;{)KeHnn HII[TBCp}])KCHPIPI CAH-FXII, CAH- MelliaT()paMM
MOBTOPHUM aHaJIi30 MOBTOPHUM aHaJIi30 Lui it AH
S oo, ANGPT1, CAH- ‘}IIOHaTM‘]HMVI
KNG1, CAH-MIOF, 1ATIO-
- CAH-HS3ST6, CAH-
Koy B cim’1 5
HAH-C1-INH  |<— pincyrni punankn UNK)
CAH, a cumnroMu
BUSABIISIFOTHCSI 111 CIISt
30pokiB

Pucynok 1. /[liaznocmuune oocmesrcennn nayicumis iz nioozporw na CAH.

CAH-1: cnagkoBuii aHrioHeBpOoTHYHHN HaOpsk BHachigok nedimuty CI-INH; CAH-2:
CHaJKOBHUI aHTi0HEeBpOoTHYHMM HaOpsik BHacHimok aucdynkiii C1-INH; HAH-C1-INH: nabyrtuii
aHrioHeBpoTHYHUK HaOpsk BHacmigok nedinury CI1-INH; HAE-nCl-INH: cnankoBuit
aHTIOHEBPOTHYHUN HAOpsk 13 HopMmanbHuM piBHeM CI1-INH uepes wmyramito ANGPTI1
(anrionoeruny-1), PLG (mnasminoreny), KNGI (xininoreny), MYOF (miodepminy) Ta HS3ST6
(remapancynbdaty-rinroko3aminy 3-O-cynsdorpancdepasb 6) ado neBimoma (UNK). IATID-AH
— aHTIOHEBPOTHYHHWH HAOpsAK, IHAYKOBAHWW IHTIOITOPOM  aHTIOTEH3MHIIEPETBOPIOIOYOTO
dbepmeHTy,* iHIII Tpemapard, Taki SK OJokaTopu perenTopiB aHrioteHswHy II, rainTuHwM,
IHTI0ITOpH HEnpwIBMHY a00 TKAaHWHM AaKTUBAaTOPH IUIA3MIHOTEHY MOXYTh I1HAYKYBaTH
omocepekoBaHuii Opaaukininom AH.

ITpu CAH-1, sxmit oxoruttoe 61u3bpko 85% mnarienTiB i3 CAH, koHIIeHTpaIis 1
¢ynkiis C1-INH e mmspkumu (<50% Big wHopmm); (Tabmums 3). Ilpu CAH-2
kouneHnTparisi C1INH e HopmansHOt0 a00 migBuieHoto, Toai sk ¢pynkmis C1-INH
samwkeHa (<50% wnopmu). Pisenbp C4 y mamientiB i3 CAH-1/2 3a3Buyaii HU3bKUH,
ale Woro 49yTnuBICTh 1 KiiHIYHA crnenudiyaicts sk Mapkepa CAH €
obmexernmu O %™ Came ToMy {i0ro BH3HAYCHHS 3 METOK0  JIMIIE
niarnoctuyHoro ckpuHiHry CAH-1/2 He pexkomMeH10BaHO.

PiBear C3-xommonenta komruieMenty npu CAH 3a3Buuail HOpMaabHUMH,
BiMOBiTHO, Hioro Bu3HaueHHS HenonibHe. CexkBenyBaHHs reHa SERPING1 moxe
OyTH HOUIIBHUM TIpH OOCTekeHH1 neskux mamieHtiB i3 CAH-1/2 (y Tomy uwucmi
Ipy  TPEHATANbHIA JiarHOCTHIll), TpoTe Oioximiyamii awnamiz Ha CI1-INH
e(peKTUBHUI 1 MEHII JOPOroBapTICHUM, HIK T'E€HETUYHE TeCTyBaHH;I70
CexBenyBanusa JIHK mosxe mpomycTutu MyTalii, Ki NPU3BOASTH A0 YTBOPEHHS
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MPUXOBAHUX JAUISHOK CIUIaCUHTy. IIpoBeneHHs T€HEeTUYHOTO TECTYyBaHHS MOXE
OyTH NOUUIBHUM Yy KOHKPETHUX BHMIMAJKax, HApPUKIad, TP MO3aiuHUX (popmax,
JUIsl TOrO 1100 MPOBECTH KOPEKTHY F'€HETUUHY KOHCYJIbTALl0 ' .

Taonuya 3. Tunosuii Oiaznocmuunuil Jadopamopuuil npogine y
nayienmie 3 CAH- 1/2

®ynkuia C1- INH PiBeHb 0ii1ka PiBenn 0iaka C4
C1- INH
CAH- ! ! !
1
CAH- ! H/ !
2

Ilpumimxa: H — nopma. Haiibinbm npoctum napamerpom € ominka ¢yHkiii C1-INH, sika € HU3bKOIO B
CAH-1 i 2. Jlns MOBCAKIEHHUX JIarHOCTHYHUX IIUICH JOCTYIHI TPH KOMEPIiHHI HaOOpU TECTiB.
3unTyBaHHA Bif0OyBa€eThCs Yepe3 XpoMoreHHi cyoctpatu abo yrBopenHs komruiekciB C1-INH-Cls. dns
Bugumol ¢yHkiii C1-INH 3untyBanHst Mae 3HaueHHs. Tinbku kBauiikoBaHi JIabopaTopii MOXKYTh JaTh
NMpaBUiIbHY iHTEprperanio pedynbratiB. ¥ CAH-1 koHueHTparis iHTiOiTOpHOrO OiKa HU3bKA (<50%
HOPMAaITLHOTO cepeiHboro), Tofi sk y CAH-2 koHIeHTpalis HopMalibHa abo IiJBHIICHA.

Pexomenmamis 1

PexoMeH10BaHO MTPOBEICHHS aHaIi3y KpoBi Ha piBeHb PyHKIii C1INH, 6iika
C1-INH i C4 y Bcix nartieHTiB i3 migo3poio Ha CAH-1/2

3rona 92%, piBens nokazosocti (P/]) D

Komenmap pobouoi cpynu: na momenm po3poOKu — O0aHOi KIIHIYHOT
HacmaHosu 6 YKpaini eusnauenHns KoHyewmpayii i @yukyii ineioimopa CI-
ecmepazu O0ocmynHe Juuie 6 Komepyiunux nabopamopisx. Tum ne menwie, 3
Memo0 NiOGUWEHHS MOYHOCMI OIA2HOCMUKU OANCAHUM € BUKOPUCMAHHI came
KOMNAEKCHO20 Ni0X00Y i3 BU3HAYEHHAM BCIX MPbOX NOKAZHUKIE.

Pesynpratn mociimkenn, ski Bkazyiorb Ha CAH-1/2, mnoBunHI OyTH
MiATBEPIKEHI TOBTOPHO, B 1imeanmi — B cepTudikoBaHiii  jabopatopii
(Pexomenpariist 2). Te came CTOCYeThCS 1 CYNEpPEwIMBUX  pPe3yJbTaTiB
I[OCJ'IiI[}I(eHHﬂGS. CAH npu3BOIuUTh 10 YHCICHHUX JIOBIYHMX HACIIJIKIB IS
MAIlIEHTIB Ta YWICHIB X POAWHHU, CaM€ TOMY J11arHO3 MOBUHEH OYTH ITiITBEPIKCHHUI
(muB. pucynok 1). Tectu ma CI1-INH y Oarathox mabopaTopisix MNpPOBOISTHCS
HEYaCTO, 1110 CTBOPIOE PU3UK XUOHOMO3UTUBHUX 1 XUOHOHETATUBHUX PE3YJIbTATIB,
KWW 3MEHIIYETHCS TIOBTOPHUM TECTYBaHHSM. BUThII HamiIMHI TECTH 3HAXOASTHCS
Ha cTazii po3pobkn’ . PekoMeHIAIis CTOCOBHO MOBTOPHOrO BH3HAYCHHS (hYHKIIii
C1-INH, Bmicty 6inka CI-INH i C4 cTocyeThCcsi nHile TMOYAaTKOBOTO JIarHO3Y
CAH. Bajcnueo 3aysaxcumu, ui0 npoeeoeHHA NOBMOPHO20 MECHYBAHHA 6
nayicumie i3 NOZUMUBHUMU Pe3YIbmMaAmamu He HNOGUHHO 6i0K1adamu
npu3sHauenHnsa mepanii.
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Pexomenganisa 2

PexomeHna0BaHO TPOBECHHS MOBTOPHOTO TECTYBaHHS HAa BU3HAUYEHHS ()YHKITI
C1-INH, 6u1ka C1-INH 1 C4 nanienTam 3 nonepeaHbo NO3UTUBHUMHU
pe3yibTaTaMu 3 METO0 MiATBepKeHHs aiarno3zy CAH-1/2

3roaa 87%, P/ D

Komenmap pooéouoi epynu: /[nsa eepughixayii diaenozy CAH 1 abo 2 muny
gapmo ompumamu 08a pe3yibmamu, wo 6KA3YIOMb HA 3HUNCEHY KOHYEHMpPAayiio
abo ¢yukyito CI-INH. Ilicna eécmanosnenns ocmamoynoco oiacnozy CAH-7»
MOHIMOPUHE 1a60PAMOPHUX NOKAZHUKIE NPOMALOM HCUMMSL He NOKA3AHULL.

6. Audepenuiiina niarnocTuka

Hudepenuiina agiarnoctuka CAH-1/2  oxommioe iHmi  dopmu  CAH,
nanpukian, HAH-C1-INH, iAIl®-AH, AH, omocepeakoBaHuii meaiaTopamu
MacTOLMTIB (y MAIIEHTIB 13 XPOHIYHOIO CMOHTaHHOIO KponuB’siHkoio (XCK) 6e3
manys1, anepriuanii AH), a takox imiomarmunmit AH (quB. tabmumo 2)%> % ™
Yepes Te, o natodizionoris Ta gikyBaHHs pi3Hux Gopm CAH Biapi3HSAIOTHCS Bil
CAH-1/2, Baxn1MBO BCTAaHOBUTM TMPABWIBHUN J1arHo3 3axBoproBaHHs. Ha
cyuacaomy etani CAH-nC1-INH moxHa miarHOCTyBaTH JHUIE 3a JIOMOMOTORO
T€HEeTUYHOTO aHaiizy. Tak, cydacHI peKoMeHAAIlli perJaMeHTYIOTh TNallieHTaM i3
HOpMasibHUM piBHeM 1 (yHkiiero CI-INH mpoBoauTtu reHeTwMuHe TeCcTyBaHHS
(Pexomenmartist 3), ske oxormoe CAH-FXII, CAH-ANGPT1, CAH-PLG, CAH-
KNG1, CAH-MIOF ta CAH-HS3ST6%. Jloxarkosi myrauii, iiMmoBipHO, Gy1yTh
BUSIBJICHI B MaWOyTHBbOMY, 1 iX CJiJ] BKJIIOYUTH JO TEHETUYHOI JIarHOCTHKH
CAH™. Ils HacraHoBa crpsiMOBaHa Ha Te, MO0 PEKOMEHIOBAHI JIarHOCTHYHI
NpoLEypy, HAMpPHUKIaA, TEHETUYHE TECTYBaHHS, BHKOPHUCTOBYBAJIHUCS TaM, e
BOHHU JOCTYIHI, 1 OO0 1HIII BapiaHTH OyJIHd PO3IVISAHYTI TaM, 1€ PEKOMEHOBaHI
npouenypu HeaoctymnHi. CiMeHUN aHaAMHE3 € BaKJIMBUM 1HCTPYMEHTOM IS
inenTudikamii namientis 3 CAH-nC1-1 NH®,

Pexomenganis 3

PexomennoBano mnamieHTiB i3 migo3poro Ha CAH 1 HOpManbHUM piBHEM 1
¢dyukmiero C1-INH mocmimkyBaTH Ha HasBHICTh BIJOMHUX MYTAIlil, 11O JIEKaTh B
ocaoBi CAH-nC1-INH

3roma 91%, P11 D

Komenmap pooouoi ecpynu: ['enemuune mecmyanHs HaA HAAGHICMb GI0OMUX
mymayiti, wio nevxscamo 6 ochosi CAH-NC1-INH, ¢ Vxpaini oocmynne nuwe na 6asi
KOMepyitiHux aabopamopiii 3 HeoOXIOHICMIO HANPAGIeHHS 3PA3KI8 Kpoei 0
00CNIOMNHCEHHSL 30 KOPOOH.
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HAH-C1-INH, Tto6to peuunuBnuit AH BHacnigox HaOytoro aedimuty Cl-
INH, 3yctpivaetscs piame, Hixk CAH-1/2. Cumnromun npu HAH-C1-INH
HaraayoTb cumnTomu npu CAH-1/2, a 6a3oBuil AlarHOCTUYHUI J1a0OPATOPHUI
npodpus (pynkuis Cl-INH, 6imoxk C1-INH, C4) ne Biapizuserncs Big CAH-1.
BiIMIiHHOCTI MOJSATAIOTh y MOSIBI MEPIINX MPOSBIB y MI3HILIOMY Billl, IEPBUHHUX
3aXBOPIOBAHHSX, TAKUX SIK JiM(poma a00 J0OPOsIKICHA MOHOKJIOHAJIbHA TaMMariatist
(MGUS), HeperyasipHUX KOHCTUTYIIOHAIbHUX cuMnToMax (B-cumnromu) 1 yacto
sHmkeromy pisai C1g>>* "7,

Busnauenns piBust Clq ciin npoBoautu npu o0ctexeHH1 nanieHTiB Ha HAH-
C1-INH, oco6auBo 11e cTOCy€eThCsl 0ci0, ki MaroTh HOBuM emizon AH micas 30
pokiB 1 o0Tskeny cnanakoBicTb. IIpu CAH piBenp Clq mnpakTU4YHO 3aBXKIU
JIMIIAEThCS HOpManbHUM , Toxi sk mpu HAHCI-INH y 75% nauienTtiB BiH
sumkennii’ . Pisens C1q npu HAH-C1-INH Morxke GyTH HOPMAIbHEM, 30KpeMa B
NaiieHTIB, K1 MpUiiMaoTh aHabo1yH1 anaporenu. barato nanientis 13 HAH-C1-
INH MaroTh aBTO iMyHHi aHTHTIIA, siKi gesaxtuByiors C1-INH,

[Mamientnn 31 BcranoBneHuM 1AIID-AH mnoBunHi OyTu 0OCTEXKEHI Ha
HasiBHicTh CAH-1/2, ockinbku po3BUTOK emizofiB AH micis moyarky JjiKyBaHHS
iATI® MosKe BKa3yBaTH Ha HasBHICTH paHimre Gescummromuoro CAH,

PetmnuBuuit AH, omocepenkoBaHWI MacTOLMTAMHU, YaCTO AaCOIIIOETHCS 3
IHTEHCUBHUM CBepO1KeM 1 BucumanHsMu B naiieHTiB 13 XCK. V geskux marfieHTiB
XCK He po3BUBA€THCSA, 1 KIIIHIYHO Y HUX HAsBHUU JIUIIE AH**®. BaskimBo Takox
3a3HaunTH, M0 XCK € momupeHuM SBUILEM 1 MOXKE CIIOCTEPIraTUCh 1 B MAIIEHTIB
i3 CAHY"®, Takum umHOM, mOsiBa ypTHKapiil He 06OB’I3KOBO BUKIIFOYAE [arHO3
CAH, 1 HaBmaku, BIJICYTHICTh YypTHUKapidi HE BUKIIOYAE OIMOCEPEIKOBAHUM
MacCTOILIUTaMHU AH®,

HecenaTuBHuii aHTUTICTAaMIHHUN TIpenapaTr y CTaHAapTHUX/ BHUIMHX 32
CTaHJIapTHI J03ax, oOkpemMo abo B KkomOiHamii 3 omamizymaboMm abo
IMYHOMOAYJIATOPaMH, TAKUMH SIK ITUKJIOCIIOPUH, MOXKYTh 3armo0irtd po3Butky AH
B marientis i3 XCK®*. Ockinpku aHrioneBpoTHyHMil HAGPSIK, OIIOCEPEIKOBAHHIT
Ty4YHUMH KIITHHAMH, € Habarato Outein momupenum, Hixk CAH-1/2, Tepamis 3a
noTpeOO00 aHTUTICTAMIHHUMHU TIperapaTaMH Ta, SKIIO0 HEOOX1THO, aApCHATIHOM 1
KOPTUKOCTEpOiNaMH TIOKa3aHa, KOJW JIarHO3 III€ HE BCTAHOBJICHO, a aHAMHE3,
37a€ThCs, HE BiANOBigae CAH™™,

7. JlixyBanns enizoniB CAH «na Bumory»

Vpaxenns BJIII npu CAH moxe npussect 10 acdikcii™ . AGIoMiHaTbHI
Hamaju CyMpPOBOJKYIOThCS THTEHCUBHUM OOJBOBHM CHUHAPOMOM, 1 iX mepelir €
wsoxkam %, Tlepudeprdni HaGPsIKY, HAIPUKIIAL, SKi 3a4iNAl0Th KUCT] M CTYIIHI,
MPU3BOJATH JO0 MOPYIICHHS (byHKui'l'lOl. Vei mi mHachinku emizonis CAH moxHa
3BECTH 1O MiHIMYMY 3a JONOMOTrOI0 JIKYBAaHHS «HAa BHMOIY» > (ondemand
treatment; Pexomenariis 4).

Pexomennanis 4

PexomenoBaHo nipu BCix emizomgax AH po3rismaty JikyBaHHS «Ha BUMOTY)
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3roaa 98%, P/ D

Komenmap pooouoi epynu: Ilio nikyeamnam “na eumo2y” cnio po3ymimu
NIKY8anHs 0Y0b-K020 HANA0y aH2IOHe8POMUYHO20 HAOPAKY, WO PO36UBAEMbCAL.

[Ipu ypaxxenni ab6o pusuky ypaxkeHHs BJIII nikyBaHHS «HA BUMOTY» €
. <y1041
0608’ s13x0BuM (Pexomermaris 5) .

Pexomengauisa 5

PexomenaoBaHo JikyBaTu Oyab-sikuil emizon AH, sxuii 3adinae abo MOTEHIIMHO
Bpaxxae B/ILLI

3roga 100%, PJI D

Pannsa Tepamist enizoniB CAH xonuentpatom CI1-INH, ekamnantumnom abo
ikaTi0aHTOM 3a0e3neuye Kpally BIANOBiAb Ha JIKyBaHHSA, HIX OUIbII Mi3HA
Tepamis. BinnoBigHo, pekoMmennoBano jiikyBatu emizonu CAH sxomora panimie
(Pexomennanis 6)'70,

Pexomenmanis 6

PexomenaoBano emizonu CAH nikyBaTu sikomora paHirie

3rona 100%, P/1 B

Komenmap pooéouoi epynu: /[na camocmitinoeo esedennsi npenapamis Cl -
iHeibimopa nayicHmam o6ajcano npoumu cneyiaivie HA8YaHHs.

PanHe BTpydaHHS acOLIIOETHCS 3 KOPOTIIUM TEPIOAOM 3TJIaKyBaHHS
CUMIITOMIB 1 KOPOTIIOIO 3arajbHOI0 TPHUBAIICTIO €Mi30/1iB, HE3aJeKHO BiJ
wokkocti emizomy’ UM, Ockinbkn paHHS Teparmis 3aCTOCOBYETBCS CAaMOCTIHHO,
BciM marieHTiB 13 CAH-1/2 motpiOHO NPOBOAWTH HABYAHHS JOMAITHLOMY
JIKYBaHHIO 1 CAMOCTIITHOMY 3aCTOCYBaHHIO Teparii. Y 06araTb0oX Maii€eHTiB 3HaYHIN
KUTBKOCT1 HamajAiB MepeayroTh MPOAPOMaIbHI CHUMITOMHU, a B JIEIKUX II€ MOXKE
OyTH MOJIMBICTIO JIKyBaHHA 10 Hamamy. Crnenudika mpoapoMiB 10Ci HEBiIoOMa, 1
11e MOYKe IPHU3BECTH A0 HAIMIPHOTO BHKOPHCTAHHS TepaIlii «Ha BUMOI» 2 . Vi
koHreHTpatu C1-INH Ta ikaTiGaHT iiieH30BaH1 sl CAaMOCTIHHOTO BUKOPHCTAHHS,
X04ya MPUWHATI 1HCTPYKIII A0 3aCTOCYBAHHS BIIPI3HSIOTHCS B PI3HUX YaCTHHAX
cBiTy! 1120,

[Ipenmaparamu mepmoi niHii nmpu gikyBanHi HamaniB CAH-1/2 e ikatibaHT,
ekamantug 1 BHyTpimHbOBeHHUNH CI1-INH (Pexomenparris 7)121 126 ko
mpenapatyd Teprioi JiHii HEMOCTYIHI, MpenapaToM Jpyroi JiHii € 00’exHaHa
mra3ma, o0opoOJeHa METOJIOM «PO3YMHHHK-AeTeprenT (solvent detergent-treated
plasma — SDP). fkmo SDP HemoctynmHa, TOMI eIMi30AM CIiJ JIIKYBaTH
CBIXKO3aMOPOKEHOIO TUIa3MOI0, SIKIIIO B HASIBHOCTI € Oe3MeyHa napris 127129 Mu e
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PEKOMEHIYEMO BUKOPHUCTOBYBATH aHTU(P1OPUHOTITUKA (HampuKIaz,
TpaHEKCAaMOBY KHUCJIOTY) YM aHJIPOTeHH (HANpUKIad, JaHA30J1) JJIsl JIIKYBaHHS
enizoniB CAH «Ha BUMOry» ~, OCKUIbKHM LI Ipenapatu € HeePeKTUBHHUMH abo
Manioe(heKTUBHUMU.

7.1. Tepanis «na sumozy» konyenmpamom CI1- INH

Tepanis mna3moBuM abo pexoMOiHaHTHUM KoHieHTpaTom CI1-INH 3aminse
nedinuTHUM/ mucynkuionansauit 6ok y marientiB 13 CAH-1/2. Ex3orennuii
koHueHntpatr C1-INH nie na 11 % mimeni, mo ¥ engorennuit C1l-INH. Tepamnis
npu3BoauTh 10 miaBuiieHHs piBHa C1-INH y mimasmi kpoBi 1 3a0e3mneuye Kpairy
PEryysIil0 BCiX KacKaJHUX CHUCTeM, 110 OepyTh ydacTb Yy BHUPOOHMIITBI
6panukininy mig gac emisomis xBopoGu > 2 OnHa ommaMIs KoHIEHTpaTY
C1-INH BinmoBigae cepenniii kuibkocTi CI-INH, sika wmictutbess B 1 wmi
HOpMasIbHOT Tuta3mu. [l JiKyBaHHS «HA BUMOTY» €()EKTHBHUM € JIUIIIE
BHyTpimHboBeHHe BBeaenns C1-INHP %,

Konnentpar C1-INH (pdC1-INH) otpumyroTh 13 mia3Mu HUISIXOM cenapariii
C1-INH 13 kpi030imHEHOT TJIa3MHu JIFOJAMHU METOJIOM ajcopOIii 1 mperumirTaiiii,
OUMIIEHHS, TacTepu3allii 1 BipycHoi ¢inbTpanii. Ha cyyacHomy erarmi icHye 1Ba
konueHtpati pdC1-INH mns nikysanus CAH-1/2 «ua Bumory» — B erinert (CSL
Behring) 1 Cinryze (Takeda). IlpuitHsaTi 1HCTPYKIIi [0 3aCTOCYBaHHS
BIPI3HSAIOTHCS B PI3HUX YacTUHAX cBITY. CepenHiid mepioJl HaMmiBpO3Maay Iia3MH
murst pdC1-INH moumii 3a 30 rox'****®. Jlani nireparypn minrepmkyrots Gesmnexy
1 mepeHocumicTh ycix icayrounx pdC1-INH, Toxi sk n1aHi mpo po3BUTOK MOOIYHUX
peaxiiiii HeurcieHHl. Pu3uk anepriuHoi peakiii qy>ke He3HauHHM. 3acTOCyBaHHSA
pdC1-INH He acoriroeTscst 3 mepemadeto rematuty B um C, a Takox BipycCiB
imyrogedirmry moauan 4,

PexomOinantauii C1-INH Ruconest (Pharming) — enununit icHyro4wmit
pekomOinanTHUN C1-INH moguau (rhC1INH). Crioci6 il iIeHTHYHHIN 10 TakKoi
pdC1-INH. RhC1INH noka3anuii 1jis nikyBaHHsS «Ha BUMOTy» Beix tumiB CAH y
nopociux i giteit (>2 pokie)?**. Moro oTpuMyoTh 3 MOJIOKa TPaHCTEHHHX
KPOJIMKIB 3a JOMOMOTOI 3-€TamHOoi MpOLEIypH OYHUIICHHS, BKIIOYAIOYH
KaTIOHOOOMIHHY Xpomarorpadiro, aHIOHOOOMIHHY Xpomarorpadiro Ta adiHHY
xpoMmarorpadiro. Cxoxe, mo audepeHiiagpie TIIKO3WiIoBaHHS  Ruconest
BIIHOCHO OiJKa JIOJMHU 3MEHIITY€ IepioJ] HAIMIBBUBEICHHS 3 TUIa3MU MPHOINU3HO
n0 3 romme™***, Jlani mpo Gesmeky KOHTPONIBOBAHHMX |1 HEKOHTPOIbOBAHKX
TOCIIHKCHB rhCI1-INH MiATBEPIKYIOTh CHPUSATIUBUI npod b
6esmneku. [lepegada BipycCiB JTIOMHI HE BUKIIUKAE 3aHETIOKOEHHS

7.2. Tepanisa «Ha 8umoe2yy iH2iOimopom Kanikpeiny eKaiiaHmuoom

[ariGitop kamikpeiny examtantun (Kalbitor, Takeda) minen3oBanuii TiTbKH B
CIHIA nmus nikyBaHHS «HA BHMOTY» BCix THmiB emizomiB CAH-1/2 y marieHTtiB
BikOM >12 pOKiBllS’lso. [TpurHiueHHS aKTUBHOCTI KaJIIKPETHY 1HT10y€ pO3IIETUICHHS
BHCOKOMOJICKYJIIPHOTO KiHIHOTEHY /10 OpauKiHiHY, a TAKOX HACTYITHY aKTHBAI[IIO
FXIla, npurHidyroun MeXaHi3M TO3UTUBHOTO 3BOPOTHOTO 3B’ A3KY, 1110 TPU3BOIUTH
710 10JJaTKOBOT'O BUPOOJICHHSI KaJIKpEiHy.

Exammantua — pekoMOIHAHTHUM OUTOK, SIKMM CKJIagaeThes 3 60 aMiHOKHUCIIOT,
BUPOOJIIETBCS NUIAXOM eKcrpecii y apikmkax Pichia pastoris i mae mepion
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HaIiBBUBEACHHS 3 MJ1a3Mu 2 roj. KitodoBow mpobiieMoro 0€3MeKu eKauIaHTUIy €
Toi (akT, WO nOpemapaT 3AaTeH  CIOPUYMHIOBATH  CEPHO3HI  peakuil
rinepyyTiuBOCTI, y TOMY 4Hcil aHadiIakcito, sky Oyno 3adikcoBaHo B 3—4%
namieHtiB. Came ToOMy Tepamilo UM MpenaparoM PEeKOMEHIAOBAHO 3/1MCHIOBATH
MiJ] CYBOPUM HArJISIIOM JIIKapsi, 3 HAABHICTIO BIJIMOBIIHUX 3aCO01B JJIsl JTIKYBaHHS
aHaq)iHaKCi1118,123,151,152.

7.3. Tepanis «na sumocy» aHma2oHicmom peyenmopa 6paouKiHiny

Tepamiss «Ha BHMOTY» aHTaroHiCTOM peuenrtopa OpanukiHiHy B2
1KaT10aHTOM.

Bbpanukinin 3B’A3yeTbesa 3 perienTopoM OpaaukiHiny B2 1 ctumymioe #oro,
TAM CaMUM ONOCEPEJAKOBYE Ba3zoAWIaTaIlil0 1 TIJABUILNCHY IPOHUKHICTh
KaninﬂpiBl53'155. Ixaribant (Firazyr, Takeda), cunTeTHUHUN TIENTU, SIKU MICTUTD
10 aMiHOKHCIIOT, $BJI€ CO0OI0 CHEeUU(PIUHUIA CENeKTUBHUNA KOHKYPEHTHHM
aHTaroHIiCT perentopa OpanukiHiny B2, skuit 3amo0irae  3B’sI3yBaHHIO
OpanukiHiHYy 3 Horo perentopoM. IkaribaHT moka3aHWl JIi CaMOCTIMHOTO
3aCTOCYBaHHS TIPU JIIKYBaHHI «Ha BUMOTYy» mipu Bcix tunax CAH y mopocnux i
}IiTeﬁlzo. [lepion HamiBBHBEJEHHS 1KaTIOAHTYy 3 IUIa3MHU CTaHOBUTh 1—2 TOSI.
bitpmiicte Hamamie CAH  ycyBaeTbcs 3a  JIOMIOMOTOK  OJHIEID  1H €KIIii
ikariGanTy'®. Besmeka 1 IepeHOCHMICTh iKaTiGaHTy XOpoImi, Xo4a IHKOJH
PO3BHBAETHCS TIEPEXiHA peakilisi B MicIi 1H €Kil (epuTema, mamysa, CBepOK 1
BimayTTst mewii). [ToBiTOMICHD PO anepriui peakmii He Hagxommro > 1%,

Pexomenpanis 7

PexomennoBano iikyBatu emizomu CAH CI1-INH ekamrantumom abo
1KaTi0aHTOM

3roma 96%, P A

Komenmap pooéouoi epynu. cmanom na 01.10.2022 nixkapcvki 3acodbu 3a
MINCHAPOOHUMU HEeNAMeHMOBAHUMU HA36AMU eKALIaHmMUO ma ikamubawm 6
Ykpaini ne 3apeccmposani.

Kniniuauii nepe6ir emizoniB CAH € nenpornozoBanmm. CydachHi maHi
cBimyath, mo AH ropraHi MOXXe MPU3BECTH 10 CMEPTI MAI[i€EHTa, TOMY MpHU
MEHE/UKMEHTI IMAL€HTIB 1€l rpymd ciig OyTH Bkpail oGepexummu® o+,
CydacHi pekoMeHaIlii perJIaMeHTyIoTh po3risiaaTu HaOpsik roprani nmpu CAH sk
HeBiAKIagHui craH. KapauHanpHO BaxknuBuM € mBuake JikyBaHHi CAH 3a
JIOTIOMOTOI0 ~ HEBIKJIAAHOI MEIWKAMEHTO3HOI Tepamii; KpiM TOro, Ciij
MIATOTYBAaTUCS 10 HEBIAKIQAHUX TPOLEAYp, Y TOMY YHCII JI0 BiIHOBIICHHS
npoxigHocti BJIIII, sKmio po3BUBaTUMEThCA AWXallbHA HEIOCTATHICTH. [lpm
nporpecyBaibHOMYy HaOpsiky BJIIII pexomengoBaHo posrisaaTtu iHTyOariro abo
Xipypriune BTpydYaHHS 1€ Ha pAHHBOMY €Tami MEAWYHOI JOIIOMOTH
(PexomeHnnartis 8)160’161.
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Pexomengauia 8

PexomennoBano mnpu nporpecyBanbHoMy HaOpsky BJIIII na pannbomy etami
po3riAaTi 1HTYyOalio abo XipypriyHe BTpyYaHHs

3roga 100%, PJI D

1.4. 3abeszneuenns nayicumis i3 CAH nixkapcoxumu 3acobamu «Ha 6umoz2yy

CAH € nenepenbauyBaHuM, 1 Oylb-siIka aTaka MOXE CYIPOBOKYBATHCS
HACTYITHOIO KOPOTKOKO TMOCHIAOBHICTIO. PekomeHaoBaHO, 100 ycCi MaIieHTH 13
CAH manu 3MoOry OTpUMYBaTH JIIKapChKi 3acO0M B KUIBKOCTi, JOCTATHIM IS
MKyBaHHS TpHHANMHI 1BoX Hamaxis (Pexomenmamis 9)'%%. Takox BakimBO
BpaxoByBaTH, 10 maiieHTH 3 yactumu emizogamu CAH mnorpedyroTh Ounblioi
KUTBKOCTI JIIKapChKHUX 3aCO01B.

Pexomengania 9

PexoMeHI0BaHO BCIM MaIfieHTaM MaTH JIIKAPChKi 3aCO0M B KUIBKOCTI, IOCTaTHIN
JUTS JTIKyBaHHS mpuHaiMH1 1Box Hamaaie CAH, a Takox 3aBXJIU MaTH JIIKU TIPU
co01

3rona 100%, P1 D

8. KopoTkocTpokoBi npoginakTudni 3axoamn

JlixyBanus nartienTiB 13 CAH, cripsmoBaHe Ha MIHIMI3AIlII0 PU3UKY PO3BUTKY
HamaiB, IHIYKOBAaHUX TEBHUMH CHUTYAIliIMH, Ha3WBAETHCSI KOPOTKOCTPOKOBOIO
PO LIIAKTUKOIO, SIKY 1HOJI1 TAKOXK HA3UBAIOTh CUTYaTUBHOIO.

3arajJbHOBIZIOMO, IO XIPYpridyHi, CTOMATOJIOTIYHI Ta IHIII BTPYy4YaHHS,
OB’ s13aH1 3 MexXaHIYHUM BILTMBOM Ha BepxHi Biaaiumm LIKT 1 B (manpukmian,
eHJ0TpaxeaqbHa 1HTYyOaris, OpPOHXOCKOINS Yu e30(¢aroracTpoayoeHOCKOITIs),
MOXYTh CHpPOBOKYBaTH pPO3BUTOK AH moOmm3y ninsaku BTpydanHs. AH,
TIOB’sSI3aHHUIA 3 TAKUMH TPOIEAypaMH, 3a3BUYall PO3BUBAETHCS MPOTIATOM IMEPIIUX
48 rtonm. Tak, micims ekcTpakilii 3y0a B OUIBII HIDK TPETUHHM IAIIEHTIB 0e3
NPOBEACHHS TIEPEIIPOICAYPHOI MPO(ITAKTHKN MOXKE PO3BHBATHUCS JIOKATHHHIMA
AH, 50% HaGpsikiB Hactarors y mepmi 10 rom, a 75% — y mepuri 24 rox > %,
[TepennponenypHa npodimakTuka 3MEHITye pU3UK po3BUTKY AH micis 3ragaHux
BUIIIE BTPyYaHb. ToMy, MU PEKOMEHIYEMO 3aCTOCYBaHHS KOPOTKOCTPOKOBHX
PO UTAKTUKTUYHUX 3aXOJIB Tiepea Oyab-IKUMHU BTPYyYaHHAMH a00 MOISIMU, SKi
ACOITIIOFOTHCS 3 MIJBHIICHUM pU3HKOM po3BUTKY AH (Pexomennarris 10)165’ tes-171,

Pexomenmanis 10

PexkoMeHIOBAHO  PO3TISIHYTH  KOPOTKOCTPOKOBY  MPO(DINTAKTHKY  Tepen
MEIUYHUMH, XIpyprivHUMU ab0 CTOMATOJIOTIYHMMH TPOIEAypaMU, a TaKOXK
THITMMY TOISIMH, K1 MOKYTh cipuanHnT AH

3roga 94%, PJ] C
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PexomennoBano BukopucrtoByBatu pdC1-INH six npenapat nepiioi miHii 1is
KOPOTKOCTPOKOBOI npodinaktuku (Pekomenaarris 11)10> 100188170172 s oya okasis
CTOCOBHO MOro €()eKTUBHOCTI HETOCTATHHO. 3BITH MPO BUMAAKHU Ta Cepli CBLAYATH
Ipo Te, 10 AHTOHEBPOTUYHUI HAOPSIK MOYKE€ BUHMKHYTH HaBITh IICIS BIAHOCHO
HE3HAYHUX MPOLEAYp, He3BaKaoun Ha mpoditakTuky - 0, IIpoTe, KilbKa 3BiTiB
JOKYMEHTYIOTh 3HWKE€HHS YaCTOTH aHTIOHEBPOTUYHOTO HAOPSIKY SIK y JAOPOCIUX,
Tak 1 y AiTeil npu BHyTpimmHboBeHHOMY BBeZieHH1 pdC1-INH sk mpenpouenypHoi
npoUIaKTUKUA, 1 BIJMOBIAb, 37A€ThCS, 3AICKUTH BiJ o3y 100169170 Tomy,
nepeamnpoueaypia  npodizaktuka 3a  JOMOMOIOK  BHYTPIIITHBOBEHHOTO
koHueHntpary pdCI1-INH, pekomenmoBana st BCIX MEIUYHMX, XIPYpridyHUX 1
CTOMATOJIOTTYHUX MPOLEAYp, MOB’SI3aHUX 3 OyIb-SIKUM MEXaHIYHUM BIUIMBOM Ha
BEpPXHI BIAAUIM TpaBHOTO TpakTy. BuyTpimHboBeHHU koHueHtpar pdCl-INH
CJIIJT BUKOPUCTOBYBATU JUIsl TIEPEANPOLIENYPHOI MPOPITAKTUKN SKOMOTa OJUKYe
70 To4YaTKy mpouenypu. I[HCTpyKIii 3 BHUKOPUCTaHHS Npemnapary MOXYTh
BipisHsATHCS B pisHEX Kpainax' . Bimbmricts (axisiis 3actocoByiots pdCl-
INH y no3i 1000 ox. a6o 20 ox./kr. Jlesiki HeloAaBHI 1aHi CBII4aTh PO NepeBaru
kopoTkocTpokoBoi mpodinaktuku thC1-INH, ockinbku BOHa 3HUXKYE YacTOTY
Hanaaie CAH micns nporienypu MOpIBHSHO 3 KOHTPOJIBHUMH TpolLeaypamMu 0e3
npodizakrakn . Ile MOXHa POLISHYTH, SIKIIO BHyTpimHboBeHHmi pdC1-INH
HEJIOCTYITHUM.

Pexomenmpanis 11

PexomenaoBano BukopuctoByBaTd pdC1-INH sk mpemnapar mepioi JiHIT Juis
KOPOTKOCTPOKOBOT PO LITaKTUKH

3roma 91%, PJ] C

CBDKO3aMOpOXKEHA IJIa3Ma MOXE 3aCTOCOBYBATHCS MJII KOPOTKOCTPOKOBOI
npodIaKTHKH, ajie BOHA HE HACTIIbKU Oe3mnedHa, sk koHmeHTpaT pdCI1-INH, i1 €
3acoboM Jpyroi JHII dYepe3 OUIBIIMK pH3UK Mepenadi TeMOKOHTAKTHUX
3aXBOPIOBaHb 1 anoceHCH6iﬂi3aui'1'7’11’169’173'176.

ATenyiioBaH1  aHApOreHW  (HANpPUKIAA,  JlaHAa30J) B  MHUHYJIOMY
PEKOMEHIYBAIUCS I TEPEanpoLeaypHoi NpodUIaKTUKA SK aJbTepPHATUBHUN
npemnapar kounentpatam pdC1-INHY, mpore na cydsacHomy erami pdC1-INH e
npernaparamu BHOopy °. YacTi KOPOTKi KypcH aTeHYHOBAHHX aHIPOTCHIB MOXKYTb
MPU3BECTH JO PO3BUTKY TMOOIYHMX €(QeKTIB, acoIiHOBAaHUX 13 TPHUBAIUM
3actocyBaHHsAM. [l T1aHOBOI mepeanporneaypHoi MpodiTakKTHKK aHAPOTCHH
3aCTOCOBYIOTH IPOTATOM 5 AHIB 70 1 2—3 MHIB MiCIsl BTPyYaHHS.

TpanekcamoBa  KWCJIOTa  3acCTOCOBYBajacsi JUisl  MEPEANpOIeaypHOT
npo(UTaKTUKA B MHUHYJIOMY, ajieé OUIBIIICTh EKCIepTiB pobodoi rpymm ii He
pexomeraytors 13 Hapite 3a ymoBH 3acTocyBaHHS BCIX MOMIMBHX
MePEeAnpOoIeAyPHIUX MPO(PUIAKTUYHNX 3aXOMIB «IIPOPUBHI» HAMagd BCE OJHO
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MOXXYTh HacTaBaTH, TOMY Hal[lEHTH MarOTh NepeOyBaTh MiJ CIIOCTEPEKECHHSIM, a
MKYBAHHS «Ha BEMOTY» Ma€ OyTH ZOCTYmHAM 0> 003170

Mox11BO, y MAII€HTIB 13 MOBHOIO BIAMOBIIIO0 Ha €()EKTUBHY JIOBFOCTPOKOBY
npouIakTUKy, Hanmpukiad, nigmkipHe BBeaeHHs Cl-INH, nananenymady abo
OepoTrpajicTaTy, Clii NOpOBOAWTU 1Hakiie. Hapazi He MoOXHA JaTh >KOJHUX
peKOMeHaaIid 100 IbOro, OCKUIbKM Opakye pAaHux. MU 3a0X04yeMoO
JOCIIDKEHHST Ta 3BITH NP0 HEOOXIAHICTH KOPOTKOCTPOKOBOI MPO(UIAKTUKH Y
TMAIIEHTIB, K1 TPOXOASATH JOBIOCTPOKOBY MPO(DIIAKTHUKY.

Ha nonmarok 10 MeOUYHMX BTPYYaHb Yy MAILIEHTIB MOXE pPO3BUHYTHCS
cneuudiyauit  AH, acorifioBanuii 13 TEBHUMHU KUTTEBUMH CHUTYyaIlIIMHU,
HANpHKIaJd, PO3BUTOK HAOPSKY MOXKYTh CHPOBOKYBATH eMolliiH1 cTpecu. Ha
Cy4aCHOMY €Talll BIZICYTH1 KOHTPOJIbOBAH1 KITHIYHI TOCHII)KEHHS, PETPOCIIEKTUBH1
Orjisiii ¥ onuTyBaHHS CTOCOBHO crnenudiunoro AH. Tum He MeHIn, moaiOHuUiM
HiAX1J 10 KOPOTKOCTPOKOBOT MPOPLIAKTUKU Ma€ PO3TIISAJATUCS Y BUIMAKAX, KOJIH
NalleHT MOTPAIlIg€ B CUTYaIlli (TpUrepu), 1o 3AaTHI MIABUILUTA PU3UK PO3BUTKY
AH B xonkpetHoro naiienta (Pexomennaris 12)4’176’177.

Pexomenmpanis 12

IIpononyemMo po3rISTHYTH MUTAHHS 100 JOULIBHOCTI KOPOTKOCTPOKOBOT
npo(LIAKTUKH, TIEPE]] TUM SIK TAIIEHT CTUKHETHCS 31 CIICU(PIYHUMHE CUTYaIlISIMU,
110 3/1aTHI CIIPOBOKYBAaTH po3BUTOK AH

3roga 90%, PI1 D

9. loBrocrpokona npodinakruka (LTP)

KirouoBa wmera moBroctpokoBoi mpodimaktuku npu CAH monsrae B
JIOCSITHEHHI TOBHOTO KOHTPOJIO 3aXBOPIOBAHHSA 1 HOpMaiizamii  SIKOCTI >KHTTS
narieHTiB  (Pexomennarris 13)178. Hapasi 1mporo MokHa JOCSTTH JIMIIE 3a
JIOTIOMOTOI0 ~ JIOBFTOCTPOKOBOTO ~ MPO(UIAKTUYHOTO  JIIKYBaHHS, SKE TaKOXK
HA3WBaIOTh JOBrOCTPOKOBOIO MpodinakTukoro (long term prophylaxis — LTP), sxa
MOJISITa€ B PETYJSIPHOMY 3aCTOCYBaHHI JIIKAPCHKHUX 3aC001B, 10 3MEHIITYIOTh TATap
3aXBOPIOBAHHS, 3a11001iraroun po3BUTKY emnizoaiB AH.

Pexomenpanis 13

PexomenmoBaHo, 100 METOIO JIIKyBaHHS OYyJI0 TOCSTHEHHS TTOBHOTO KOHTPOJIIO
3aXBOPIOBAHHS 1 HOpMaJTi3allis IKOCT1 )KUTTS TAIli€HTIB

3roga 100%, PJ1 D

[ToBHUI KOHTPOIB HAT XBOpOoOOTO 11 marieHTiB 3 CAH o3Hauae BiCyTHICTH
HarmajiB. 3a OCTaHHI pOKH 3'sBUiIOCS Kinbka HOBUX LTP meroxmiB mikyBanas. L1i
METOJY JIIKYBaHHS 3HAYHO 3MCHINYIOTh YacTOTy HamaaiB, 1 0arato maIi€HTiB
JOCSTal0Th ~ MOBHOI  BIAMOBiJAiL. OKpIM  JOCSATHEHHS  [OBHOTO  KOHTPOJIIO
3axBOpIOBaHHs, JiikyBaHHs LTP mae Oytu cnpsiMmoBaHe Ha HOpMaJi3allilo >KUTTS
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namienta. Bomus CAH Ha SKICTh XKUTTA, MOB’SI3aHYy 31 370poB’siM, J00pe
3a/I0OKyMEHTOBAHUM, SIK 1 3MEHIIEHHS MOTIPUIEHHS SIKOCT1 JKUTTS 3a JIONMOMOTOI0
cydacHHX BapianTis mikyBamms ' ' HasBHicTe cydacHHX mpodiTakTHIHHX
METOMIB  JIIKyBaHHS, [EPCOHAI30BAHOIO  JIIKyBaHHS  3aXBOPIOBAHHS  Ta
IHCTPYMEHTIB ISl BUMIPIOBaHHS HOTO pe3yibTaTy O3HAyae, 110 OBHUI KOHTPOJIb
CAH 3apa3 € peallbHOIO MOXKJIUBICTIO JIJIsl OaraThoX nauientis >,

LTP mae miagdupatuch 1HAMBIAYAIbHO 1 PO3TISAIATUCS JUIsl BCIX MAI[IEHTIB 13
CAH-1/2 3 ypaxyBaHHSIM aKTHBHOCTI 3aXBOPIOBAHHSI, SIKOCT1 JKUTTS Talli€HTAa,
JOCTYITHOCT1 MEAMYHOI JOTIOMOI'H, a TaAKOXK HEMOXKJIMBOCTI AOCATTH aJ€KBATHOTO
KOHTPOJIKO 3aXBOPIOBaHHS 3a HAJIKHOI Tepamii («Ha BUMOTY»). CaMe TOMy MU
pexkomenayeMo oriHtoBatu narieHTiB 13 CAH mono LTP nig yac koxkHOTO OTJIs Yy,
BU3HAYATH AKTUBHICTb 3aXBOPIOBAHHSA, HABAaHTAXXEHHS, KOHTPOJb, a TaKOX
nepesaru Jyis namieHta (Pexomenarris 14182194200

Pexomenpanisn 14

PexomenmoBaHo, 1100 y BCiX MAIIEHTIB M1J] YaC KOXHOTO OTJISIY TTPOBOIUIIACH
orinka Ha npeameT LTP 3 ypaxyBaHHSIM aKTUBHOCT1 3aXBOPIOBaHHS,
HABAaHTAXKECHHS 1 KOHTPOJIIO, a TAKOXK MOOaKaHb MaIfieHTa

3rona 96%, PJ1 D

OckutbKH BCI 11 (PaKTOPH MOXKYTh 3 4aCOM 3MIHIOBATHUCS, YCIX MAIIEHTIB CII1JT
oriHoBaTd Ha mpeameT LTP mim wac kKoHOTO OmsiAy, MiHIMYyM pa3 Ha pIK.
Metoto LTP € pocsrHeHHsS TOBHOTO KOHTPOJIO 3aXBOPIOBAHHS MPH CIPOO1
MIHIMI3YBaTH HaBaHTaXeHHs 1 moOiuHi epekTu. Ycnimua LTP norpedye Bucokoi
NPUXWIBHOCTI, TOMY clii OpaTu 10 yBaru mnoOakaHHs mnaiieHta. lle Bumarae
BIJIMOBIIHOTO Ta BCEOIYHOTO CHIIKYBAHHS JIIKaps 3 MAllIEHTOM Ta BUJUICHHS IJISI
IILOTO Yacy.

[TamienTis, mo otpumyioTh LTP, moTpibHO perynspHo orisgaTd Ha IpeaMeT
e(heKTUBHOCTI 1 O€3IeKH JIIKyBaHHS, a JO3yBaHHs 1/ab0 iHTepBall Teparnii MOBUHEH
KOPUT'YBAaTHUCS BIIMOBIIHO 10 KiiHIYHOI peakitii. Haopsak BJIII Ta iHmi emizomu
MOKYTh HACTaBaTH, HE3BAKAKOUM Ha MPOBEICHHS LTp19>197.202:207 Tomy Bci
MarieHTy, ki npuiiMarote LTP, moBuHHI MaTh TakoX mpemnapatd s JiKyBaHHS
«Ha BuMmory» (kounentpar CI1-INH, exammantua abo ikaribaHT), 3TimIHO 3
Pexomennartiero 768208212

9.1. LTP i3 3acmocysannsim Cl- INH, ompumanozco 3 nnazmu

Otpumanwii 3 iazmu C1-INH Ha croromni € mpenapaToM mepuioi JiHii 11
LTP, pexoMmenmoBanuii qis 3anobdiranas po3BuTky emizoniB CAH (Pexomennarris
15)120497205.213°218 T1npitgri iHCTPYKIIiT O 3aCTOCYBAHHS BiIPI3HAIOTHCS B PiSHHX
JacTHHAX CBiTY. BBemeHHs 103 Ciii 371HCHIOBATH JIBiYli HA THXKJCHb HAa OCHOBI
nepioay HamiBposnaay pdC1INH. /{o3yBanHs 1/ab60 4acToTa MOXKYTh TOTPeOyBaTH
KOPEKIIii /ISl JOCSTHEHHST ONTUMAJIBHOT e(beKTI/IBHOCTilzﬁ’z”'ZZO.

HenaBHi nmocmimkeHHsS TOKa3yoTh, 1m0 miamkipae BBeaeHHs pdC1-INH nBiui
Ha TWXKIeHb y 1031 60 OJ] Ha kigorpaMm Macu Tula 3a0e3Medrio JyKe XOpoIlil Ta
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0303aJIe’KHl  mpoduiakTUuHl  epexTH  M0J0  BUHUKHEHHS  HamajiB
CAH®. Tlimmkipuuii mUIIX Moxe 3abeslnedyBaTH OLUIbII 3pyYHE BBEACHHS, a
TaKOX MIJITPUMYBaTH MOKpalleHy piBHOBaxkHY KoHueHTpauiro Cl1-INH y mna3smi
KpoB1 nopiBHsHO 3 LTP 13 BHyTpimHboBeHHUM BBeneHHAM C1-INH, mo no3Bossie
Kpallle KOHTPOJIIOBATH cummroMu 2 |

Pexomengauis 15

PexomennoBano BukopucrtoByBatu pdC1-INH sk npenapat nepiuoi JiHii 1j1s
LTP

3roga 87%, PJ1 A

Komenmap pooéouoi 2pynu: 6 Ykpaini eaxkyunayis npomu zcenamumy B
eHecena 0o Hayionanvnozo kanenoaps wennens. Bakyunayito npomu cenamumy A
NPONOHYEMO — po3zensidamu Ak  “pexomenoosawny” 32i0Ho 3 HayionanvHum
KajieHoapem wenjieto.

3arasoM Cii pO3TJASHYTH MOXIIMBICTH BIAMOBIHOI BaKIMUHAIT TPOTH
renatTuty A Ta B s mamieHTiB, sIKi PETYJSIPHO/TIOBTOPHO BBOJISATH IpEIapaTH,
OTpMMaHi 3 IUIa3MH KpOBi JroauHHM, BKIfodaroud imribitop C1Y**. Bymo
MOKa3aHo, 10 pyTHHHA mnpodinakTuka 3a gornomororw pdC1-INH e Ge3neunoro ta
e(eKTHUBHOIO, 1 BOHA TOKpAIYE SKICTh >KUTTSA MAaII€HTIB 13 BIAHOCHO YaCTUMH
Hanagamu CAH m1OpiBHAHO 3 TOCTpUM JIIKYBaHHSIM OKPEMHX HarlaJiB
C A 210222.223,225-221

TpomOoeMOomiuH1 sIBUIIA BHACTIIOK 3acTocyBaHHs koHIeHTpaTty CIl-INH
npu CAH TparmisitoTbes piaKo, 1 HAIIEHTH, Y SKUX BUHUKAIOThH TaKi SBUIA, YACTO
MalTh OCHOBHI (akTOpu pPHU3HKY TpoMOoeMOoii (Hampwkiaja, iMIIaHTOBaH1
IEHTpaJIbHI BEHO3HI KaTeTepH)ZZS'Zss. Hemae BigomMux B3aemMomii 3 I1HIIAMH
JmikapchKUMH  3aco0amu. Taxidimakciss 37a€TbCs  PIAKICHOIO:  JIMIIE  OJIHE
MOBITOMJICHHS TIPO 30UIBIICHHS 103, HEOOX1THUX JIJIs 3aro0iraHHs HarajaaM, KOau
xonnenTpar C1-INH peryspHo BUKOPHCTOBYETHCS It POQiTaKTHKI - .

9.2. LTP i3 3acmocysanHam ianaoemymady

Jlananenyma® — MOHOKJIOHAJIBHE AaHTHUTLIO, 1HTIOITOP TKAHUHHOTO
KaTIKpEiny, peKOMEHIOBAaHUM JIJIs MIAIKIPHUX 1H €Kik, JlaHagenymad BU3HAHHI
OJTHUM 13 Kpammx npemnapatiB aus LTP, mokazanuit mjs npodimakTUKK €Mi30/1iB
CAH uepes ijioro BucOKy edekruBHicts (Pexomenmamis —16)%°%%,
PexomenmoBana no3a naHangenymaly 3a3Budail ctaHOBUTH 1o 300 Mr KokHi 2
THKHI, OJTHAK MOXKHA PO3TJSAATH 1 4-THKHEBUHM IHTEpPBAl y BUMAIKY, KOJIH CTaH
narienTa 106pe KOHTPOIIOETHCS (HAIPUKIIAJ, BIACYTHI emi30au HabpskiB) 2,

Pexomenganis 16

PexoMeH10BaHO BUKOPUCTOBYBATH JIaHAIeTyMa0 sIK Ipemnapat nepiioi JiHii s
LTP
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3roaa 89%, PJ1 A

Komenmap poéouoi epynu: cmanom na 01.10.2022 nikapcvkuti 3acio 3a
MIJICHAPOOHOIO ~ HeNnameHmo8aHoOl0  HA36010 janadenymab 6 VYkpaini He
3apeecmposamo.

9.3. LTP i3 3acmocysannsam bepompanrcmamy

beporpancrar — 1Hri0iTop KajikpeiHy, MexaHi3M [ii SKOTro MOoJsrae y
3B’SI3yBaHHI 3 KaJIIKPETHOM 1 MPUTHIYEHHI HOro MPOTEONITHYHOI aKTUBHOCTI.
bepotpancrar Bu3HaHuMil ogHUM 13 Kpauux npenapatiB ais LTP, mo 3amobirae
po3BuTKy emnizoniB CAH, a takox € nepopanbHuil nmpenaparom (Pexomennaris
17)?0823%240 333ppqaii GepoTpancTaT MPH3HAYAOTH y 4031 150 Mr IepopaIbHO i
yac iAv, 3 MOXJIMBUM TUTPYBaHHSAM 103U 10 110 Mr 3a HasgBHOCTI MEYIHKOBOT
HEJ0CTAaTHOCTI, 3acTocyBaHHs P-rimikompoteiny abo iurioitopie BCRP (6i10k
PE3UCTEHTHOCTI paKy MOJIOYHOI 3all03U; MDKJIIKapCchka B3aeMoOjis) abo SKIIO
namieHTH BinuyBatoTh cumnromu 3 0oky KT (nanpukian, abaomMiHaIbHUM OUTb,
OsroBaHHs, naiapesi) mpu 1031 150 mr?t, beporpasicrat Bursigae O6e3neuyHuM,
OpUYOMY HAWMOIIMPEHIIMMH TOOIYHUMHU e(peKTaMU € HUTYHKOBO-KHIIKOBI
peakiiii, BKJIIOYalOuM OUIb y JKMBOTI, OJIOBOTY Ta Jiapero, SKI 4YacTile
crocTepiraiucs y TalleHTiB, ski oTpumyBanu 150 mr mpotu 110 mr abo
mrare60”’. I1i peakuii 3a3BHYaii BHHMKAIM OXpasy MiCIsS IOYATKY JIKYBAHHS
OepoTpajicTaTOM, 3 4YacoM CTaBalM pLAMKAMU 1, SK [PaBWIO, 3HUKAIH
camocriiino*****,

Pexomenmpanis 17

PexoMeH10BaHO BUKOPUCTOBYBATH OEpOTPAJICTAT SIK Mpenapar neprioi JiHii 1ist
LTP

3rona 81%, P/ A

Komenmap pooéouoi epynu. cmanom na 01.10.2022 nikapcvkuti 3acio 3a
MINCHAPOOHOK — HENnameHmMoBaHOK HA36010 Oepompaicmam 6 Ykpaini He
3apeecmposaHo.

3arajoM peKOMEHJaIlll PerJaMeHTYIOTh 3aCTOCYBAaHHS OYIb-SIKOTO 3 TPHOX
nepemiueHnx npemapartiB  mepmioi  aiHiT  (pdC1-INH, namamenymab a6o
OepoTparncraT) ais TpuBajoro mnpodinmakTuyHoro JikyBaHHsS mairieHTiB 13 CAH-
1/21%6:205:235240 " ey mOCTYIHAMY € Bei TpH mperiapaty mepiioi JiHii, Bubip Mae
3IiHCHIOBATHCS IIUISIXOM CIILIBHOTO IPHIAHSTTS PillleHb JiKap—TarieHT" "

Ils macTaHOBa 3a0X0Yy€ AOCHIHKCHHS, SKi TMOPIBHIOIOTh €(PEKTUBHICTH 1
6esmneky mpenapariB nepmoi diHii LTP Ta ineHTHdikyroThs TpeauKTOoOpy BiIMOBIII
Ha JiKyBaHHS. Hapasi HemocTaTHBO J10Ka3iB, MO0 PEKOMEHIYBATH OJWH 13 ITUX
TPhOX BapiaHTIB JIIKYBaHHA, SK IepeBara OAHOTO HaJ I1HIIMM. SKIIo XoaeH 13
TPHOX PEKOMEHJOBaHUX mpenapariB nepioro psay LTP Hemoctynuuii, 3ycuiis
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MaroTh OyTH CHpPsIMOBaHI Ha Te, 00 Le 3MIHUTH. AnbTepHaTtuBH1 Bapiantu LTP,
3a BIJCYTHOCTI BCIX TpbOX IpenapariB mnepmoro psay LTP, BkimouaroTh
BUKOPUCTaHHS  BHYTPIIHbOBEHHOTro  pekomOiHanTHoro CI-INH He 3a
PU3HAYCHHIM ",

Baxxnuso, mo nikyBanus LTP nepioi niHii caig po3noynHaTH BIAMOBIIHO 10
cxBanenns . Jlist anagenymaby Ta meHoro Miporo aist C1-INH amarraris 1o3u
Ta/a00 IHTEepBALY JIIKYBAHHS MICJIsl IOCATHEHHS TTIOBHOI BIJAMOBII MOXKE 3MEHIIIUTH
HABAHTAKCHHSA HA JHKyBaHHI - °20. 3MiHH 103u abo iHTepBamiB JiKyBaHHS
MOBUHHI IPYHTYBATHUCS HA JIAHUX, OTPUMAHMX 32 JOTIOMOI'OI0 OI[IHKH PE3yJIbTaTIB,
Ipo sIKI MOBIAOMJISIIOTH mMaiieHTH. [loraHuii KOHTPOJIb MOBUHEH CHOHYKATH J10
onTUMi3allii JIKyBaHHS, BKJIIOYAIOUM PO3IJIsA MUTAHHS NPO 3aMiHy Mpernapary

. .198,201,246,247
LTP nns migBuiiieHHs: €)EKTUBHOCTI .

* .o .
Komenmap pobouoi cpynu. maemuvcs Ha y8asi cXealeHus mepanii Jikyo4yum
JIKapem CnilbHO 3 NAYIEHMOM.

9.4. LTP i3 3acmocy8anHiM AHOPO2EHI8

ATeHy#oBaH1 aHIPOTeHU TpauIIiiHO 3acTocoByrOTh ist LTP CAH-1/
Pe3ynbTaT momnepeaHix AOCTIKEHb POJIEMOHCTPYBAJIH, 1110 MOXIIHI aHAPOTeHIB
IpU MEPOPATLHOMY TPUIOMI € ePEKTUBHUMH 3aco0amMu MPO(iIaKTUKKA PO3BUTKY
eni30/iB AH?823, Onnak Teparisi 13 3aCTOCYBaHHSIM aHJPOTCHIB TIOBHHHA
PO3IIIAIATUC KPUTUYHO, OCOOJIMBO 3 OTJISAy HA 1X HECHPUSTIMBI aHAPOTEHHI 1
aHaOoyuHi edeKTH, B3aEMOII0 3 IHIIUMU JIIKAPCBKUMH  3acob0aMu 1
nportunokazanHs. [[o6iuH1 edekTH, acoIiioBaHi 13 3aCTOCYBaHHIM aHJIPOTEHIB, €
YUCJICHHUMHU 1 3a4iNaroTh OUIBIIICTh MAIIEHTIB; 1HITUMHU CJIOBaMH, BIICYTHICTh
noGiunnx edekTis € BuasTKOM> 2>, [IIBHIIE 3 BCE, PO3BHTOK MTOOIIHIX e(hEKTIB
€ J10303aJICKHUM.

Bipwnizamiss — HaWTsK4Ye YCKIQAHEHHS B KIHOK, SKE  OXOILIIOE
CUMIITOMOKOMIIJIEKC: TOPYIICHHS MEHCTPYaJIbHOIO IMKIY (aX a0 ameHopei),
3HIKEHE J1101/10, TipcyTu3M, HaOip Baru, roJOBHUN OLTb, Miajiris, Jempecis Ta

255-257 . . s s
dKHC . Takox AHJAPOIrcHU MOXYTb IIPHU3BCCTU A0 BIpHJI13alill )KIHOYOI'O IIJIOAA,

BIJIMTOBIJIHO, 1X 3aCTOCYBaHHS a0COIOTHO MTPOTUIIOKA3AHE 1] Yac BariTHOCTIZ 02,

VY piteit 1 mATMITKIB Teparis aHApPOTreHAMHU MOKE BIUIMHYTH Ha TPHUPOIHI
mporiecu  pocty 1 jo3piBaHHA. Jlo TOro > aHAPOTCHHM MAalTh YHCICHHI
MPOTUIIOKA3aHHS 1 JIEGMOHCTPYIOTh B3a€MOJIiI0 3 OaraThbMa IHITUMU JIIKAPCHKUMH
3acobamu (HampuKIIaJ, CTAaTHHAMM, aHTI/II[ereCElHTaMI/I)211’260'261.

I[Ipu LTP i3 3acTrocyBaHHSM aHJAPOTEHIB OOOB’SI3KOBE  peTebHE
crioctepekeHHss. Ha mgomady 10 KIIHIYHMX aHali3iB, OIVIIAIB 1 ONUTYBaHHS
Marji€eHTa PEKOMEHJOBAaHO pPa3 Ha MIBPOKY NPOBOJIUTH aHAJI3W KpOBI 1 cedl
(craHmapTHUM TeCT-CMYXKKa JUIsl aHAMi3y cedl), 1 He piAmie HiK pa3 Ha pik — Y3]]
neuinkn? 20?228 Braxoyroun Bci pH3HKH, acoLiifoBaHI i3 3aCTOCYBaHHAM
aHJAPOTEHIB, BOHM HE PEKOMEHIOBAHI SK mpemnapaTtu nepmoi diHii (PekoMmennartis
18)%52:264

248-252
2 :
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Pexomengamisa 18

PexomMeH10BaHO BUKOPHUCTOBYBATH aHAPOTEHU SIK MpenapaTy Ipyroi JiHii I
LTP

3roaa 89%, P/ A

Komenmap poéouoi epynu: cmanom na 01.10.2022 nixkapcvkuti 3acio 3a
MIHCHAPOOHOIO HENAMeHMOBAHOI0 HA36010 0AHA30.] 8 YKpaiHi He 3apeccmposaHo.

Jlo3a aHnporeHiB, HeoOXximHa miua koHTpodto Hamanaie CAH, wmoxe
konuBaTucs Bl ekBiBasieHTa 100 mr yepe3 aenb n0 200 Mr naHa3ony Tpudl Ha
nenb. CIl 3aCTOCOBYBAaTH MiHiManbHy edexTiBHY 103y ' . JIO3yBaHHS IOHAS
200 Mr naHa3oiy Ha JA€Hb MPOTArOM TPUBAJIOTO MEPIOY Yacy HE PEKOMEHIYEThCS
gepes mobiuni edextn’® *®, Peakiis Ha aHIPOreHH 3HAYHO BAPiIOETHCS, i 1033,
HeoOxigHa 1t LTP, € pizHoto. 3 1€l npuyuHU 403y CJiJ] KOPUTYBATH BIAMOBIIHO
710 KJIIHIYHOT BiamoBial, a He piBHa C4 a6o CI1-INH. 6.7,267 Hesposymino, uau ciif
npunuauT LTP ocnabnennmu aHaporeHaMu HUISIXOM IMOCTYTNOBOTI'O 3MEHILICHHS

262, 268 , 269 . .
JI03H 3 4acOM. Lls HacTaHOBa 320X0UY€E 10 JOCIIKEHb, SIK1 JIOMOMOXKYTh
JiKapsM 1 TallleHTaM BHU3HAYUTH, SK HallKkpalie MNPUIUHUTH JIIKyBaHHSA
aH/IpOreHaMH.

9.5. LTP i3 3acmocyeanHam aHmuiopuHonimuxis

AHTU(IOPUHOIITHKH, TaKl K TpaHEKCaMOBa KHCJIOTA, HE PEKOMEHIYIOTHCS
st LTP. Jlani mono iX e(peKTMBHOCTI MPAKTUYHO BIICYTHI, aje B JESIKHUX
MAlieHTiB iX 3acTOCYBaHHS MoXe OyTH BumpaBgaHuMm’ C 2 *. IlepexyciM BOHH
3aCTOCOBYIOTHCSI, KOJHM TMIpermapaTd TMepiioi JiHii HEJOCTYIHi, a aHIpPOreHH

nportunokazani.  [Ipemapatm  moOpe  mepeHOCsAThCS, €  Oe3leYHUMH,
HAWUTIOMIUPEHIITUMHA ~ MOOIYHUMH  edekTamu € posnaagu 3 Ooky IHKT.
[IpoTunokaszanHs/3acTepeKCHHS: TpoMOOdiTis, iIBUIIICHUI PHU3HK

TPOMOOYTBOPEHHS, TOCTpUN TpomOO3 (HAmpHKIad, TPoMOO3 TIHOOKMX BEH abo
nereHeBa emOourist). Jlo3u TpaHekcaMOBOi KHUCIIOTH KOJIMBarOThcs B Mexkax 30-50
MT/KT, po3uieH] Ha 2—3 NMpUWOMH, MaKCHMMaJibHa J03a CTAaHOBHUTH 6 T Ha J00Y.
JlocmiKeHHST 1711 BU3HAYCHHS ONTUMAJIbHOTO JO03YBAaHH 1 TOPIBHSHHS 3 1HIIMMHU
npodLTaKTHIHIMH TIperapaTaMy He mpoBoxummcs 2 227>#1°,

9.6. Monimopune LTP

[Mamientn 13 CAH moBWHHI KOHTPOJIOBAaTH aKTUBHICTH 3aXBOPIOBAHHS, IO
0COOJIMBO BaXKJIMBO JIsl 0Ci0, siki 3acTocoByioTh LTP (Pekomennartis 19)184’246’277'
279. 3 MeTo KOHTPOJIO AaKTUBHOCTI 3aXBOPIOBAHHS PEKOMEHIOBAHO
BUKOPUCTOBYBATH TaKi mKau: iHAeKe akTuBHOCTI AH (angioedema activity score
— AAS)¥** nokasuuk akrusrocti CAH (hereditary angioedema activity score —
CAH-AS)™, onuryBanbnuk sikocti xurrs mamientis 3 AH (Angioedema Quality
of Life Questionnaire — CAH-QoL)"®"*® i rect xontpomo AH (the angioedema
control test — AECT)lBg'lgo, JOCTYITHI OaraThbMa MOBaMH 1 iX JIOIIBHO
BHKOPHCTOBYBAaTH® 22,


https://onlinelibrary.wiley.com/doi/10.1111/all.15214#all15214-bib-0265
https://onlinelibrary.wiley.com/doi/10.1111/all.15214#all15214-bib-0266
https://onlinelibrary.wiley.com/doi/10.1111/all.15214#all15214-bib-0006
https://onlinelibrary.wiley.com/doi/10.1111/all.15214#all15214-bib-0007
https://onlinelibrary.wiley.com/doi/10.1111/all.15214#all15214-bib-0267
https://onlinelibrary.wiley.com/doi/10.1111/all.15214#all15214-bib-0262
https://onlinelibrary.wiley.com/doi/10.1111/all.15214#all15214-bib-0268
https://onlinelibrary.wiley.com/doi/10.1111/all.15214#all15214-bib-0269
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Hini  edextuBHoro mikyBanHs CAH, ToOTo BIACYTHICTH Hamaais,
HOpMaJli3alisl SKOCT1 KUTTA Ta MOBHUW KOHTPOJIb, HAaWKpAIE OOCITAIOThCS 3a
JOTIOMOT OO BIMOBITHUX 1HCTPYMEHTIB.

MoHiTopuHTr akTUBHOCTI 3axBoptoBaHHd CAH 0a3yerbcsi Ha peryisipHii
OI[IHIII Ta IOKYMEHTYBaHH1 HamaaiB naiieHToM. Ockuibku akTuBHICTh CAH Moxe
4acTo 3MIHIOBATHCH, il HalKpalle BUMIPIOBATH, MOPAJAUBIIM HAI[lEHTAM MOCTIHHO
JOKYMEHTYBAaTH CBOi Hamajaud, Hampukiaa, 3a jgomomororo AAC. 26,192 ApS
nepeKsIaaeHo Outhbil Hixk Ha 80 MOB U1 BUKOPUCTAaHHS B OutbIl HixK 50 KpaiHax 1€
JIUCHUM 1 HaJAIWHUM IHCTPYMEHTOM 13 BHCOKOI KOHBEPI€HTHOIO BaJliIHICTIO Ta
BaJIAHICTIO Y BIJOMHX TIpylax, YyJOBOI BHYTPIIIHbOIO Y3rOJKEHICTIO Ta
BHCOKOIO HAilHICTIO TECTYBaHHS Ta IOBTOPHOTO TeCTYBAaHHS o0 AAS Ta immii
MOKAa3HUKM aKTUBHOCTI 3aXBOPIOBAHHS IMHPOKO BHKOPHCTOBYIOTHCS B KIITHIYHHX
JIOCTIKCHHSX 1 pyTUHHIH KiiHiumHii npakram. 2%

Bucoxka aktuBHICTH 3axBoptoBaHHA CAH 4yacTo cynmpoBOIKYEThCS HU3BKOIO
SKICTIO KUTTA. [IpoTe, neski manieHTH 3 HU3BKUM PIBHEM HaIajiB TaKOXX MarOTh
MIOMITHE TIOTIPIIEHHS SKOCT1 KUTTSI, MOKIIMBO, MOB’sI3aHe 3 Hemepea0auyBaHICTIO
CAH Ta nocTiifHUM CTpaxoM Iepeja HamajJaMu, HEOOXITHICTIO YHUKATH TPUTEPIB
HamajiB, TICUXOJIOTIYHUM CTPECOM 4Yepe3 TsArap XPOHIUHUX 3aXBOPIOBaHb Ta
HAsIBHICTIO CYIYTHIX 3aXBOpIOBaHb, TaKl SIK JIETIpecis Ta TPUBOra, sIKi 4acTo
3YCTPIYaIOThCS y MAIIEHTIB 3 CAH.?" Taknm 4mrHOM, malieHTaM Ta IXHIM JiKapsim
BaxuMBo  omiHuTH BmMB  CAH Ha  4KICT  JKUTTA, KpIM aKTUBHOCTI
3axBoproBaHHs. [lepeBipeni PROM st OIIHKM TOTIPIICHHSI SIKOCT1 JKHTTS,
Bukiaukanoro CAH, Bkmouarorb HAE-QoL 1 AE—QOL.187‘188‘191‘193‘281 OoOunBa
BUKOPHUCTOBYIOTbCSI B  KIIHIYHIA MpakTUIl Ta BUNPOOYBAHHSAX  Teparii
CAH. 195240, 285 - 287

Ominka koHTpodito 3axBoptoBaHHs CAH mnpoBoauTbCS 3a JOMOMOTOIO
AECT. Yotupu 3anutanass AECT cTOCyrOTbCSI 4aCTOTH CHUMIITOMIB, MOTIPIICHHS
SIKOCT1 JKHUTTSI, Hemepen0auyyBaHOCTI €Mi30/1iB Ta PiBHA KOHTPOJIIO, JOCATHYTOTO
MOTOYHOIO Teparni€ero. BinmoBiii BHKOPHCTOBYIOTBCS 3a 5-0ajdbHOIO IIKAJIOIO
Jlafikepta Ta ormiH0OMOTBECS Big 0 10 4 OamiB, MIHIMAIBPHUN 1 MaKCUMaJbHUM
cymapauit 6an 0 (6e3 koHTposs) 1 16 (MOBHUN KOHTPOJIB) BiAMOBIIHO. UNM BUIITUN
nokazHuk AECT, tum kpammuit kontposb CAH. AECT wmae Bucoki piBHI
BHYTPIIIHBOI y3TOJKEHOCTI Ta HAAIMHOCTI TECTy-TIOBTOPHOTO TECTYBaHHSA Ta
rpannyHe 3HadeHHs 10 OamiB, mo0 pO3PI3HATH TAIIEHTIB 13 TOTAHO
KOHTPOJBOBAaHUM Ta A00pe kKoHTpoiboBanuMm CAH. 189,190 AECT JOCTYIIHUN Y
JBOX BEpPCIAX: OJHA 3 TEpIOJOM BIAKIWKAHHA 4 TIKHI, a 1HIIA 3 IEpioJOM
BinknuKaHHA 3 Micsii. OOuBa 1al0Th B OCHOBHOMY IMOJIIOHI pe3yIbTaTH, iX JIETKO
BBOJIUTH, 3alIOBHIOBATH Ta OI[IHIOBATH, 1 BOHU MOXYTh JOTOMOTTH MPUUHSTH
pimenHs momo JikyBanas CAH.

Pexomenmanis 19

PexomeH10BaHO BCiM marfieHTaMm, siki 3acTocoByioTh LTP, perymspuo
OL[IHIOBATH aKTUBHICTh 3aXBOPIOBAHHS 3 METOIO ONTHUMI3allli 03 1 Pe3yIbTaTIB
JKyBaHHS



https://onlinelibrary.wiley.com/doi/10.1111/all.15214#all15214-bib-0026
https://onlinelibrary.wiley.com/doi/10.1111/all.15214#all15214-bib-0192
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3roaa 98%, PJ1 A

Komenmap pobouoi zpynu: unenu pobouoi epynu 6sajxcaiomsv 3a O0OYilbHe
BUKOPUCMOBYBAMU OJIsl OYIHKU AKMUBHOCMI 3AX80pH0GAHHs onumyanrvHuxk AE-
QoL (OnumysanvHuxk 013 oyinku saxocmi ocummsa nayieumie 3 CAH).
OnumyeanvHux Hageoero 8 J[o0amky 00 KIIHIYHOI HACMAHOBU.

10. JlikyBanuss CAH — 1/2 nireii

10.1. Ilepebiz i kniniuna kapmuna CAH y oimeti

I'enernunuii gedekr (mytauiss SERPING1) npu CAH-1/2 HasBHa Bxe npu
HApO/DKCHHI, aje¢ CUMIITOMH y HOBOHAPO/KCHHMX 1 HEMOBIAT 3a3BUYall HE
nposiBisitoThesl. Hamagm CAH MOXyTh BHHMKHYTH B OyAb-SKOMY Billi, aie
3a3BUYail OYMHAIOTHCS B JUTUHCTBI a00 MIJUIITKOBOMY BIIll. Y TOJIOBUHU BCIX
NalieHTiB *1HOo4oi ctaTi nepini Hanaau AH 3’sBistorbest 10 12 pokiB 1 B 90% —
1o 23 pokiB. Cepen ocid yonosiuoi crati Hanaau CAH y 50% mnposBisitoTbes 10
13 pokiB, i B 90% — 10 25-piunoro Bixky*>. Haiimommpenimri i Haii6inpm pauui
Hamaju y AITed MOYMHAIOTHCS 3 aHTIOHAOpAKY MIKipu. AOGAOMIHAJIbHI Hamajaud B
JITEH 4acTO MOXKYTh 3aJIUIIATUCS HEPO3MI3HAHUMHU, OCKUTBKHM abIoMIHATBLHUN OUTH
€ YacTow ckapror B jautsdoMy Biii. Buacmimok AH BJIII y miteit moxe
OJIMCKaBUYHO pO3BUBATUCS acdikcis, 110, WMOBIPHO, TIIOB’SI3aHO 3 MaJlUM
JaMeTpoM IMXambHEX HUBIXiB” . HaifGineln paHHi mposiBM Oyid oOmmcadi y
XJIomuuka Bikom 4 TwkHI. B MiUTITKOBOMY BIIlI Ta I Yac CTaTeBOro
JO3pIBaHHS 4YacToTa 1 TSDKKICTh emizomiB AH Moxe 30inbiryBaTucsa. OkpiM Toro,
TsOKKICTB niepebiry CAH y miTel TakoX KOPENIoe 3 BIKOM MOYATKY 3aXBOPIOBAHHS.
Tak, yum panime nposiBisitorbes mnepmi cumnromu CAH, To TUM BaxuuM €
nofaisImii Horo nepe6ir’ "%, Takox y miTeil GUIBLI MOMIKPEHO € MapriHaNbHA
epureMa, BOHAa 3ycTpiuaeThcsi 3 yactororo 42-58% BumankiB. Bona wuacto
MOMHJIKOBO JIarHOCTYETHCS K KPOIMB’SHKA, 110 MPU3BOJUTH IO HEMPABHIBHOTO
a00 HEJ0CTaTHHOTO JIIKYBAHHS 87,275,216,292-298

10.2. Jiaenocmuxa CAH y oimeii

Bpaxosyroun te, mo CAH € reHeTHUHO-AETepMIHOBAHUM 3aXBOPIOBAHHAM 3
ayTOCOMHO-JIOMIHAHTHUM THUIIOM yCHaJKyBaHHs, Bce MOTOMCTBO maiienta 3 CAH-
1/2 mae 50% manc ycmankyBaTh Horo. BinmoBigHO, BCi HOBOHApPO/KEHI 3
MO3UTUBHUM CIMEHHUM aHAMHE30M BBAXKAIOTHCSI XBOPUMHU JIO TOTO MOMEHTY, TIOKH
niarno3 CAH, cnpuunneHoro nedinurom (yHKIioHaIsHOTO Oinka-iHridiropa Cl-
ecrepasu (CI1-INH), He Oynme BUKIIOYEHO. Y TaKOMy BHUIAIKYy JOIUIBHHM €
peTeabHe CIOCTEPESKEHHS 3a JUTHHOIO 1 paHHS JIarHOCTHKA, B 1JIealli JO MOSBU
rinigarx cummroMis CAH, 3 MeTO0 3aGe3MeueHH s ONTUMAIBHOTO JTiKyBaHHS .
ToMy MH peKOMEHIyeEMO SIKOMOTa paHimie OOCTEXYBAaTH IITEH, HAPOJKEHUX Bij
GarbkiB, xsopux Ha CAH-1/2 (Pexomenmamis 20)"°%"%% 392 1o zapepurems
nmoBHoro obcrexxeHHss Ha CAH-1/2 ciig BBaXkaTw, IO BCl JITH, HApPOJKEHI BiJ
OaTbkiB, xBopux Ha CAH-1/2, Takox MarOTh 110 XBOPOOY.
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Pexomenganis 20

PexomeHn0BaHo sKOMOTa paHille MPOBOJUTH TECTYBaHHS HOBOHAPOIKEHHUX
nitei, 0aTbku sikux xBopi Ha CAH-1/2, Tako TecTyBaHHIO MIJJISATAIOTh yCl A1TH
OarbkiB 31 CAH

3rona 98%, piBeHb nokazoBocTi (P]) D

PiBHI KOMIUIEMEHTY, BHU3HAY€HI B IyNOBUHHIA KpOBI JIOHOLIEHUX
HOBOHAPO/KEHHUX, € HIDKYUMHU, HDK y MaTepl. AHTUTEHHHH 1 (QYHKIIOHAJIbHMIM
piBai CI-INH Bignosinarots 70% 1 62% piBHIB OpPOCIUX BiI[HOBiI[H0297'301'303.
Tomy npu BeieHHI HOBOHAPOKEHUX 13 Mig03poto Ha CAH BakIMBO BpaxoBYBaTH,
IO pe3yJIbTaTH BU3HAYCHHS BMICTY KOMIUIEMEHTY B IYIOBHHHIN KPOBI MOXYTh
OyTH XUOHOMIO3UTUBHUMHY (HU3bKUMH).

JUist  OIIHKM PIBHA KOMIUIEMEHTY B mepudepuuHiii BEHO3HIH KpOBI1
(cupoBaTka/miazMa) aiteid He Mae pedepeHTHHX 3HaueHb. OpHaK, 3a MEBHUMH
BuHsTkamu, npu CAH-1/2 y nmiteii BikoM <l pOKy aHTUTE€HHUH BMICT 1/a00
¢ynkmionanpHa akTuBHICTE CI-INH € HuspkuMu 0o, Ha BIIMIHY BiJl IIbOTO,
BU3HaueHHs piBHA C4 BusiBwiiocs HeiHpopMaTtuBHUM A aiarHoctuku CAH-1/2 y
nitel BikoM <12 wmic, ockuibku piBeHb C4 y 310pOBUX HEMOBISIT YacTo €
HU3BKAM 0,

[IpoBeneHHsI TEHETUYHOTO aHalli3y MiABHINYE HaalHICTh miarHoctuku CAH
y qmiTell 1 Moxe OyTH KOPHUCHHMM Yy BHUIIQJIKaxX, KOJHM OI1OXIMI4HI aHaJi3u
MajoiHGOpMaTHBHI 1 BiloMa T€HETUYHA MYTallisl B OJTHOTO 3 6arbkin’ 2730 yi
paHH1 TECTU HA BU3HAYEHHS PIBHS KOMIUIEMEHTY, MPOBEJEH] B JIITEH, HAPOIKEHUX
Bin OatbkiB, xBopux Ha CAH-1/2, moBUHHI TPOBOJMUTHCS TOBTOPHO ITICJIS
OMHOPIHOTO BiKy ‘027525730304

[IpenatanpHa miarHoctuka CAH-1/2 He HaOyna HIMPOKOTrO IOMIMPEHHS B
KITIHIYHIA npaKTHui299 3 OIVISIAYy Ha Te, IIO:

emyTaiii B 6arbkiBcbkomy reHi C1-INH y <10% BumankiB He BU3HAYAIOTHCS;

®iJICHTUYHI MYyTallii MOXYTb OyTH TIOB’s3aHI 13 CYTTEBO PI3HUMHU

dbeHoTumnamu;

e IIporpec Teparrii 3aXBOPIOBAHHS CYTTEBO MOKPAIIUB SIKICTh KUTTS TAIIEHTIB

i3 CAH-1/2 4972275305306

Ycim npitsim 3 AH 1 6e3 ypTHUKapHOi BUCHUIIKH [KPOMUB’ THKH | PEKOMEHI0BaHE
BHU3HAYCHHS aHTUTEeHHOTO 1 (yHKIioHamsHOTO piBHSA C1-INH 1 piBus C4.

Komenmap pobouoi epynu: nio eusznauenusam anmueennozo piens CI-INH
Maemvcs Ha Y8asi GUSHAUEHHA U020 KOHYeHmpayii y cuposamuyi Kpoei, yi mepminu
MOHCYMb BUKOPUCMOBYBAMUCH 63AEMO3ZAMIHHO.

10.3. Tepania CAH y oimeii

AHanoriuHo 10 Aopociux, yci memiatpuani namieHtu i3 CAH-1/2 moBuHHI
MaTl YITKUWA IUIaH A1 (auB. gani) 1 tepamito Ha BuMory (Pexomenparisi 21)
143.214,307- 309 " 4 ceoroani ymme CI1-INH 1 ikatuGaHT cXBajeHl A JIIKYBaHHS
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miteit i3 CAH na Bumory o1 OGuea npenapatn € edexTHBHIMH, MAIOTH
XOpOoIll MepeHOCUuMIcTh 1 mpoduib Oe3neku. Ilinm yac abmoMiHAIBHUX €Mi30/iB
CAH w™oxe 3HagoOMTHCA TMapeHTepajibHE BBEACHHS PIIMHU, 3 OINIAAY Ha
MIJBUIICHY CHOPUHUHATIUBICTG JIT€HM 10 TinoBosieMii 1 3HEBOJHEHHS, Ta
eKcTpaBasallil piIMHU B YEPEBHY MOPOKHHUHY 1 MPOCBIT KUIIEYHUKY, Kl MOXKYTb
Oytu 3Haunumu. ko koHueHtpar C1-INH 1 ikatuGaHT HenOCTYIHI, mepeBary
PEKOMEHJIOBAaHO BIJAaBaTH IUIa3Mi, OOpOOJIEHIH PO3ZYMHHUKOM-IETEPTEHTOM
(solvent detergent-treated plasma — SDP), mopiBHSHO 31 CBI)KO3aMOPOKCHOIO
miazmoro (C3II), onHak oOujBa mpenapatd BBa)XalOThb TEpami€ro Ipyroi JIiHIi.

. o e 11
ExannanTu niueH30BaHuAM 1 3acToCyBaHHs B UITKIB y CIITA °

Pexomenmamisa 21

PexomenpoBano BukopucroByBatu C1-INH 1 ikaTubanT nj1s1 niKyBaHHS
enizoniB AH B niteit Bikom <12 pokiB

3roga 94%, PI1 A

Tak camo, K 1 B JOPOCIUX, TIEPE] NMPOBEICHHIM MEIUYHHMX, XIPYPriuHHUX 1
CTOMATOJIOTIYHUX TMPOIEAYp, IMOB’S3aHMX 13 MEXaHIYHUM BIUIMBOM Ha BEPXHI
BIIJIUIM  JUXaJbHUX  INUIAXIB Ta  TPAaBHOIO  TPaKTy, PEKOMEHJIOBaHa
nepenpomeaypra npodizaxruka ', C1-INH, orpumanmii i3 mrasmu (pdCl-
INH), € mnpemaparom mepmioi JiHIT sl TEpeaAnporeaypHoi NpodiIaKTUKH,
npenapaTamMu Apyroi JiHil IS epeanponeaypHoi mpodIakTUKN € aTeHyHOBaHI
aQHJIPOT€HU KOPOTKUMHU Kypcamu, siKiio koHueHtpatr Cl-INH nemoctynuuii. ¥V
OyIb SIKOMY BHIIQJIKy Ma€ OyTH JOCTYIHHUM JIKYBaHHS «HAa BUMOTY», TOMY IIO
KOpOTKOCTpokoBa nmpodinakruka He € Ha 100% e(beKTHBHO}o168.

ITokazannss mo LTP y mimmiTkiB Taki cami, SK 1 B JOPOCIHX OCIO.
PexomenoBaHor0 Tepamiero B aiTel BiIkoM <12 pokiB Jj1s1 TpUBaJIOl MPODITAKTHKU
€ pdCI-INH. IntepBanmm mnpwuiiomy 1 J03yBaHHA MOXYTb OYyTH CKOpHUTOBaHi
BIJIMOBIIHO J10 iHAWBiAyanbHOi BimmoBimi. Skmo  konmentpar Cl-INH
HEJIOCTYTTHHM, TS LTP PEKOMEH0BAHO BlJ[JIaBaTH rnepesary
anTu(diOpUHOIITHKAM (TpaHeKcaMoBa KucioTa B 7031 20—50 Mr/Kr), IOpiBHSHO 3
aHApOTeHAMHU, Yepe3 iX kpamuii mpodiib Oe3MeKku, OHaK 0araTo XTO CTaBUThH Iijl
CyMHIB €QEeKTHBHICTh 1 JaHl B MIATPUMKY iX BHUKOPUCTaHHS BIJCYTHI.
AMIHOKapOHOBA KUCJIOTA MEPEHOCUTHCS TipIlie, HK TPaHEKCaMOBa.

Komenmap pooouoi zpynu: Ilio cxopueoganum niKy8aHHAM CII0 po3yMimu
KOpeKyito JNIKyno4um Jaikapem. Bionogiono 0o incmpykyii 0ns MeouuHoz2o
3acmocysanns, 3ameepoxcernoi MO3  Vkpainu, aminoxanponosa «Kucioma
npuzHadaemvcs oimam 3 12 pokis, a mpanekcamosa KUcCioma NPUu3HaA4acmucs
00pOCIUM NAYIiEHMam, 4epes GIOCYMHICMb KIIHIYHO20 00C8I0y 3ACMOCYBAHHA Y
oimell.
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AHJIporeHn He pekoMeHayIoThes st LTP y miteid 1 miaiTKiB 10 HACTaHHS
cramii Tannepa V. 3acTtocyBaHHS aHAPOTEHIB MOTPEOyE PETEITHHOTO KOHTPOIIO
oesneku. [lotpeOy B LTP 13 3acTocyBaHHSIM aHJAPOTrEeHIB 1 iX JO3yBaHHS CIiJ
perymsipo mieperysigaty. [louaTtkoBa mo3a maHa3ony Il JiTEH CTaHOBHUTH 2,5
MI/KI Ha J00y 3 TOJaNbIIUM KOPUTYBaHHSIM, aX JO0 3MEHIICHHS MpOSBIB
3aXBOPIOBaHHS a00 JOCATHEHHS MaKCHUMaJlbHOI MEPEHOCHMOi a00 MaKCHUMAaJbHOT
PEKOMEHI0BaHO1 /103U (MakKcuMajibHa pa3oBa jao3a cTaHOBUTH 200 mr Ha g00Yy).
Tepamis anaporeHamu acoliioBaHa 3 PO3BUTKOM MOOIYHUX €(EKTiB, 30KpeMa
MaCKYJIIHI3aII€0 1 MIOTOHAIU3MOM Y XJIOMYMKIB 1 MOPYHIEHHSIM MEHCTPYalbHOTO
LUKy B AiBYaT. TakoX MOXJIMBUUA HECHPUSITIUBUN BIUIMB HA MOBEIIHKY JITEH.
Moske BUHUKATH 3MEHIICHHS OCTATOYHOI BUCOTH 3POCTY BHACIIOK TIEPEIYaCHOTO
3aKPHUTTS 30HH pocTy emigiza® > 2993103

10.4. Ilepsunna npoghinakmuxa ma inwi acnekmu nikyeanns CAH y dimeii

Tak camo, sik 1 B nopociux, Outeinicte Hamnanaie CAH y mitelt Hacrae 6e3
oueBnHOrO TpHrepa’ ~. Indekii i MexaHidHi TpaBMH 3a3BHYAil € HAHYACTILINMK
iHinirorounmMu Tpurepamu AH B nutsuomy Bimi. OOOB’SI3KOBa 1 peKOMEH10BaHA
BaKIMHALIIS JUIs JITeH € Oe3nedHoro, a npodiakTiuka 1HGEKIIH MOKe 3MEHIIUTH
4acTOTy HamaaiB. MeauuHi mpenapartu, ki MoKyTh cipuunHUTH AH sk mo0Oidny
Tiro, piaie 3aCTOCOBYIOTHCS B JITEH. Teparris iHri0iTOpamMu
aHT10TeH3UHNepeTBOpIoBaibHOTO  (pepmenty (AlID) y auTsyomy Bili He
pekomengoBaHa. OkpiM TOro, CydacHi JaHi CBig4aTh, IO MPUHOM OpaJbHUX
€CTPOTreHBMICHUX KOHTPAIICTITUBIB, SIKHI CTa€ Jeani MOMUPEHIIIUM Y CBIT1, MOXKe
CTaTH TPUTEPOM JMJiA PO3BUTKY HaIaJiB, TOMY iX 3aCTOCYBAaHHS PEKOMEHIOBAaHO
yHUKaTU. ['OpMOHajgbHa KOHTpAUEINIlisl MPOreCTEPOHOBUMHU TaOIETKAMH MOXKe
CTaTH KOPHUCHOKO Il 0araTbOox MOJOJMX JKIHOK 13 CAH-1/227313314 460
MpUHAWMHI HE MOBHHHA 301IbIIYBAaTH PU3UK YACTINIMX HamaaiB. [HIII Tpurepw,
Taki K HaaAMIpHI (Pi3MYHI HABaHTa)XEHHS, IOB’sA3aHl 3 MEXAHIYHOIO TPaBMOIO 1
EMOIIIMHUM HaIpyXeHHsM (CTpec), € HEeBiI'€MHHMHU CKJIQJOBUMH JUTHHCTBA 1
miuTiTKOBOro  BIKy . OOMEXeHHS TOTCHI[IHHUX TPUTEPIB TpPU3BEIAE 0
OOMEXEHHSI JKHTTENSUIBHOCTI 1 CIOCOO0y KHUTTA, 1 TOMYy Mae OyTH
1HAMB1TYyaTi30BaHUM 1 3aCTOCOBYBATHUCS 31 3JOPOBUM TIIy370M. METOIO JIIKyBaHHSI
CAH-1/2 y Gyb-KOMY Billi € HOpMaITi3al[ist )KUTTS MarieHTi> =,

[IpoBenenHs AJig MAII€HTIB 1 WICHIB 1X POAWH HAJEKHOTO 1HPOPMYBAaHHS €
HE3aMIHHUM Y iXHIH TIATPUMII TPUHHITH BIIMOBITHUN CIIOCIO KUTTS ¥ YHUKHYTH
yCKJIaJHeHb. BuxoBateni, BUMTENl 1 MEIMYHHA TEpCOHAN], SKI BIAMOBITAIOTH 3a
JTUTUHY B AUTSIYii YCTAHOBI YW IIKOJI1, TOBUHHI OTPUMYBATH 1H(POpPMAIIIIO PO I1e
3aXBOPIOBaHHS B MUCHMOBIN (opMi, 3 TIOpajgaMu MIOAO 3aXOJIB Yy pa3i PO3BUTKY
Hanany CAH, y Tomy umcii 3 HEBIIKIQIHUMHU 3axojaMu B pasi HaOpsky BJIIII.
C1-INH a6o ikatuOaHT I HEBIIKJIaIHOTO 3aCTOCYBAaHHS TTOBUHEH 3aBXKJIH OYTH B
HassBHOCTI BJIOMa, y IIKOJI Ta ITi Yac IMOI3/I0K, Y TOMY YHCII MiJ 9ac IMKUTBHUX
ekckypciit. O00B’sI3K0BO Ma€e OyTH IUIaH Jid 3 HaJaHHS HEBIIKIAIHOT MEAUIHOT
JIOTIOMOTH, 1 CIM’ 5, 1 MICLIEBUI MEIUYHHUN 3aKjIaa MAlOTh MaTH B HAasIBHOCTI 3aCO0H
JTIKyBaHHS JJI1 HEBIIKJIAIHOI JOMOMOTH, 1 1€ Mae OyTH BHECEHO M0 IUIaHy
nikyBaHHsA. Yci mamientu 31 CAH moxyTh notpeOyBatu mpemnapaTiB KpoOBi
moauHu. ToMy 3Ha4YHA KITBKICTh €KCIIEPTIB CXOAATHCS Ha AYyMIIl, IO BC1 MAIIEHTH
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31 CAH noBuHHI oTpuMaTH mieruieHHs Bia rematuty A 1 B. Caig posrasgatu ajist
BCIX TMALIE€HTIB OTPUMAHHSA BaKUMHU MNPOTH TPUIYy Ta IHIIUX [UIAHOBHUX
merens” >,

11. JlixyBanuss CAH- 1/2 y BariTHHMX i IalliEHTOK, SAKi FOAYIOTH IPYAII0

11.1. [Ilepebic i kniniuna xapmuna CAH y eacimuux i nayienmok, sKi
200y10mb 2py00io

AnaTomiuHi, (1310JI0T14HI 1 TOPMOHAIBHI 3MIHU 1]l Yac BariTHOCTI MOXYTh
BIUIMBAaTH Ha TmposBu, nepedir 1 usikyBanHs CAH-1/2. BaritHicts MoOXe
MOM’ SIKIIUTH a00 MOCWJIMTH aKTHBHICTh NEpediry 3axBOpIOBaHHS, a00 HISIK He
BiuinHyTU. Heuacrto, ane cumnromu CAH-1/2 MoXyTh yriepiie mposiBUTUCS caMe
nija yac BaritHocTi. [Ipu oMy yacToTa HamaaiB MiJ Yyac MONEepeaHiX BariTHOCTEn

. . < 317-
JIMIC YaCTKOBO Ma€ MPOTHOCTHUYHC 3HAYCHHA I 9YaC HACTYIIHHUX BAr'lTHOCTCHU

321

Baritui namientku 31 CAH-1/2 notpedyoTh NUIBHOTO AOTISAY 1 pETEIbHOTO
CIIOCTEPEXKEHHS, B TOMYy 4uciai cremiamicta 3 jikyBanHs CAH. [lamienTox ciin
CIIOCTEPIraT B TICHOMY KOHTAKTI 31 CHEIialicTaMH BIAMOBITHUX MEIUYHUX
criemianizamii. IlosoroBa HMisUTBHICTH 1 MOJIOTH JIMINE B PIAKICHUX BHUMAJIKaX
MOXKYTh CTaTH TPUTEPOM JUIsl po3BUTKY AH, sikuii Moke HactaTu abo B MOJOrax,
a60 B mieprri 48 roj micis HuX. ToMy 000B’SI3KOBUM € peTelibHE CITOCTCPEIKCHHS
IIOHAWMEHIIIE MPOTATOM TMEpIIUX 72 Toj Micis MmoJioriB. ['pyaHe BHTOJI0BYBaHHS
MOke OyTH ToB’si3aHe 31 30UIblIeHHAM KutbkocTi Hanmanie CAH y marepi, y Tomy
qucii 3 a0JIOMIHATPHUMHU CUMIITOMaMH 1 HaOPsIKOM OOJUYYs, ajie BOHO BCE OJIHO
PEKOMEH/IYETHCS, BUXOISHH 3 KOPUCTI ISl HEMOBISITH® > 218322,

Jlorosam mpu KecapeBOMY PO3THHI, OCOOJIMBO SIKIIO € MoTpeda B iHTYyOaIlii,
Ma€ MPOBOJIUTUCS TaK CaMo, SIK 1 PU OYJIb-IKUX THIIUX XIPyPriyHUX BTPYYAHHSIX
y nartienTi i3 CAH-1/2.

11.2. Jliaenocmuxa CAH y éacimnux i nayicHmox, siKi 200yioms 2pyooro

VY 3n0poBux xkiHok piBeHb C1-INH y mma3zmi 3HMKYETBCS M1 Yac BariTHOCTI
Ta TOBEPTAETBCS 1O HOPMH Micis momori>>>°*, TakuM UMHOM, IOKA3HHKH
¢bynakmii CI1-INH, 6inka CIINH 1 C4 3 metoro miarHoctuku CAH-1/2 mig 4ac
BariTHOCTI CJiJ I1HTEPHPETyBaTH 3 OOCPEkKHICTIO. PEKOMEHIYEThCS MOBTOPUTH
aHaJII3| MICJIs TOJIOTIB, MO0 MATBEPANTH JIarHo3 CAH?™32,

11.3. Tepania CAH y eacimnux i nayieHmox, axi 200y1oms 2pyooro

Konnentpatr C1-INH — mpenapar nepmoi minii mist tepamii CAH-1/2 y
BariTHUX 1 MAIlIEHTOK, SKI TOAYIOTh TPYIJII0, OCKUIBKM BiH O€3MEeUYHH Ta
edexruBrmii  (Pexomenmamis  22)%%%%3% 3acrocyBaHHS ~ eKaIaHTHIY,
nmaHazenymady 1 OepoTpajicraTy TiJ dYac BariTHOCTI 3a00OpoHEHO 1 He
PEKOMEHIOBAaHO, OCKUTBKM Ha JIaHW MOMEHT HEMAa€ OITyOJIIKOBAaHOTO JOCBImY.
HesBakaroum Ha TOPOTUIIOKA3aHHS B IHCTPYKIli, ICHYIOTh IOOJMHOKI
MOBIJOMJICHHS TPO 3aCTOCYBAHHS 1KaTHOAHTY i/ 9ac BariTHOCTI 6€3 MOBIJOMJICHb
mpo moOiuHI edexTr It MaTepi 4u nnonaggo’ggz. SAxmo CI1-INH nemoctymHuid,
pekomennoBane 3actocyBanHs SDP. C3II pexkomenmoBaHo, skmo SDP

. 275,317-319,333-337
HCIOCTYIIHUU ' .
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Pexomenmamis 22

PexomennoBano BukopuctoByBatu C1-INH i nikyBanns enizoniB AH y
BariTHUX 1 MAIIEHTOK, Kl TOAYIOTh TPYAJII0

3roga 100%, PJI D

[lepen Oyap-sKMM BTpPyYaHHSM, IO CYIPOBOKYETHCS PHU3UKOM HamajiB,
TaKUM $IK OIOTCiSi BOPCHH XOpIOHY, aMHIOIIEHTE3 Ta IHAYKOBAaHUN XIpypriuHui
abopT, pEKOMEHAYEThCS MepepoleypHa mpodiiakThka, 0aKaHO KOHIIEHTPATOM
C1-INH. Kpim Toro, konuenrpat C1-INH mae 6yt 1ocTynHumii 1 3aCTOCOBYBATUCS
HeraHO Tpu mepmux cumnromax AH. PexomeHayeTbcs BecTH TIOJNIOTH B
CTallioHapl, SIKII0 HEMaE€ HaJIIMHUX 3aXOJIB JUIsl IMIBHAKOTO Ta e()EKTUBHOTO
nikyBanHs HamaniB CAH. JlaHi jpiTeparypu cBiuaTh, 10 B QYK€ MaJlol KLTBKOCTI
KiHok possuBamacsi AH mix wac mepeitm i momoris® . Tomy pyrtunHA
nepeanporenypHa npodiTaKkTUKa Tepe]] HEYCKIaJHEHUMH TIOJOTaMH HE €
000B’s13k0BoO10, ane KoHeHTpat C1-INH mae Oytu mocTynmHuM Jj1s1 3aCTOCYBaHHS
«Ha BUMOTY». Bpenmenns kounentpaty CI1-INH sk mepeamporeaypHa
npo(dilakKTHKa PEKOMEHAYEThCS TMepe]] IOJIOTaMM, SIKIO CHMITOMH 4YacTo
MOBTOPIOKOTHCS MPOTITOM TPETHOTO TPUMECTPY, a B aHAMHE31 MaIliEHTKH € HAOPsIK
CTaTeBUX OpPraHiB, COPUYUHEHUM MEXaHIYHOIO TPaBMOIO, IiJl Yac TOJIOTIB 13
3aCTOCYBaHHSAM aKyIICPCHKUX HIMMIIB a00 BakyyMm-ekcTpakTopa. IlepeBary ciin
HaJaBaTH BariHaJbHUM II0JOTaM, TOMY IO XIpypriyHe BTpPY4YaHHS UM 3arajibHa
aHecTe3iss MOXKYTh MOTpeOyBaTH eHaoTpaxeaidbHOi 1HTYyOari. [lepen kecapeBum
PO3TMHOM PEKOMEHJIOBaHa IMepenpolenypHa npodiiakruka koHueHtpatom Cl-
INH ta emigypanbHa aHecTe3isl, TOJI SIK 1HTYOaIlii peKOMEH/I0BaHO YHUKATH. SIKIIT0
IUIAaHYEThCS 1HTYOAIis, nepeanporeaypHa npodiakTuka € 0O0OB’SI3KOBOIO (JIUB.
Pexomenmamii 10, 11).

LTP moxe OyTu mokaszaHa ITiJl 4aCc BariTHOCTi, OCOOJIMBO B KIHOK, Yy SKUX
CIIOCTEPIraeThCsl moyacTimands HanamiB. s Takux mamieHTok koHieHtpar Cl-
INH BBaxaerbcss OesmeuHMM 1 e()EKTUBHHM  BAapiaHTOM  JIKYBaHHS .
AHTUQIOPUHONITHKA MOXYTh  posrisgarucs, skmo koHieHtpatr CI1-INH
HEJOCTYIMHUHM, ae iX eQeKTUBHICTh HE ,Z[OBG,Z[CH3275’322’337’338. Tepamis
aHAPOTeHAMH TMPOTUIIOKA3aHA, OCKUIBKM BOHM MPOHHUKAIOTH 4Yepe3 IIJIAIEHTY.
Hait6unpin mommpenuM moOiuHUM e(exToM € MacKyiiHi3alis IIoja KiHOYOi
crati>®®®, [lepe NpU3HAYCHHSAM aHIPOTCHIB FOXYBAHHS TPYJIIO CIIII EPepBATH.
Came mpuNMHEHHS JIAKTaIlll MOXE 3MEHIIUTH YacTOTy HamaaiB

C1-INH, oTtpumanmii i3 TU1a3Mu, BBAXKAETHCA HAWKPAIIOK TEPAMIEO IS
JIKYBaHHS «Ha BHUMOTY», KOPOTKOCTPOKOBOT 1 JOBFOCTPOKOBOI PO LITAKTUKH TTi]T
qac JakTaiii. AHIpPOTeH! Ta aHTH(IOPUHOTITUKHA MTPOHUKAIOTH Y TPYTHE MOJIOKO.
Ha BigMiHYy BiJ aHIPOTEHIB, TpaHEKCAaMOBA KHUCIIOTa Oyia BU3HAHA 0€3MEYHOIO i
4ac IPYLHOTO BUTOLOBYBAHHS - .
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12. IlinTpuMKa nmaui€eHTa, JOMAIIHE I CAMOCTiiHe JIIKYBAHHS, & TaKOXK
IHII MIpKYBaHHA 11010 BeJeHHs nauieHTiB i3 CAH

12.1. lliompumxa nayicnmis

Opranizanii namieHTiB i Tpyny MiATPUMKH HAJAIOTh JOMOMOTY Ta MIATPUMKY
marientam 3 CAH, ocobam, ski goriamaroTh 3a HAMH, 1 WwieHaM ciMed. Bonm
NIATPUMYIOTh T€, 110 BCl MAI[lEHTH B YChOMY CBITI NMOBHMHHI MaTH JOCTaTHbO
pecypciB, 106 koHTpostoBatu cBoi cumntomu CAH ta Oytu peanizoBaHUMU Y
KO, Ha poOoTi Ta y crocyHkax. HAE1, ocHOBHa MbKHapoJHa opraHizallis s
rpyn mnauientiB CAH B ychoMmy cBITI, 1 HamioHanbsHl acouiamii CAH wmaroth
aKTUBHI 1H(pOpMaIliiH1 BeO-caliTh JJI MaIleHTIB 1 MeauuHuX mnpaniBHukiB. HAE1
3alyCTHB PYX, COPsIMOBAHMM Ha MiABUINEHHS 00i3HaHOCTI Ta 3HaHb npo CAH
cepell ypAlliB, OpraHiB OXOPOHHU 3/10POB’sl Ta MEIUYHUX MPAIiBHUKIB, @ TAKOX Ha
BusHaHHSI CAH sk cepiio3HOro, iIHBaIIAU3yI0UOT0, TOTCHITIHHO HEOC3MEYHOTO IS
KUTTSI Ta XPOHIYHOTO 3aXBOPIOBAHHS, SKE IMOTpeOye CBOEYACHOI TOYHOT
JIarHOCTUKU Ta €(PEKTUBHOTO JIKYBaHHS.

Opranizanii nami€HTIB TaKOX MPAILOIOTh HAJ BUSBJIECHHSAM Ta BHUPIIICHHAM
He3a0BoJieHuX notped y mikyBaHHI CAH, mo Bkitodae po3poOKy Oe3neyHux i
n00pe MepeHOCUMHUX HOBHUX MPOQLIAKTUYHUX METOJIB JIKYBaHHS Ta JIKyBaHHS
«Ha BUMOTY», ONITUMI3aIII0 ICHYIOUUX JIOBFOCTPOKOBUX MPO(PUIAKTUYHUX METO/IIB
JMIKyBaHHS Ta JIIKyBaHHS «HA BUMOTY» (HampUKIaa, 3a JOTIOMOTOI JTOCTIIKEHb
Jlana3oHy J03YBaHHS Ta MEMIaTPUYHHUX JIOCTIIHKEHB), MIJABUIIEHHS JOCTYITHOCTI
CydyacCHMX BapiaHTIB JIIKyBaHHS B YChOMY CBIiTi, OCOOJMBO B KpaiHaxX 3 HU3BKUM
pIBHEM  JOXOJy, HaroJIONIyloud Ha HEOOXITHOCTI CcaMOOOCITyroByBaHHS,
IHAWBINYaTbHUX TUTAHIB i, paHHBOI Tepamii Ta mochipkeHHs. [HDopmarltid,
oTpuMaHa 3 [HTepHeTy, He 3aBXkKIU € TOUHOIO Ta A0cTOBipHOIO; ogHak HAFEi1 Hanae
nepeBipeHy, OHOBJICHY Ta HAyKOBO OOIPYHTOBaHy iH(MOpMAIil0 Ta € SKICHUM
JHKepeJIoM JIJIsl HaBYaHHS MAIlIEHTIB.

12.2. Inousioyanvhi cmpameeii 1iky8aHHs.

Bpaxoyroun, mo CAH-1/2 € nenependauyBanum, O00JICHUM 1 HEOE3MEUYHUM
IUIL KUATTS CTaH, SIKUH MOXE CIPUYMHUTUA BEJIWYE3HUM CTPECOBUU TATAp IS
NaIi€HTIB iXHIX CIMEH, CIII PEeTeNIbHO CKJIACTH 1HAMBITyaIbHUHN IUIaH JIIKyBaHHS,

03pOOJICHUI MIIAXOM CITUIBHOTO TPUUHATTS pimeHb. (Pexomenmamis 23)
4,176,226,279,340-346 [HauBinyanpHI TJIAaHM JTIIKYBaHHS IOBHHHI — IiepeadadaTh
npodIaKTHUYHI 3aX0J1, a TAaKOXK JOMAIIHINA OIS 1 caMoiKyBaHHS. BiH mae
MICTHTH TIJIaH HEBIAKIATHOI MEIMYHOI JOMOMOTH («HAa BHUMOTY») 3 YITKHMH
HCeTpyKIisaMu moao (apmaxonoriunoi tepamnii AH. Tlamientn i3 CAH moBunHI
MaTu TpH coOl JIKapChbKi 3ac00M i Teparii «Ha BUMOTY» W imeHTU(IKAIIHHY
kaptky CAH 3 iHCTpyKIisiMu 1m0oA0 JiKyBaHHS Hamamy. XBopi Ha LDP Takox
noTpeGyIOTh M1y Aiif i JOCTYIIHY Tepalito Ha BUMOTY | >,

[TamieHTM MarOTh OyTH HAJCKHUM YHHOM IIATOTOBJICHI JIO XIpYypridHOIO
BTpPYYaHHs, CTOMATOJIOT14HOI poOOTH Ta mporemyp. Xipyprd, CTOMATOJIOTH Ta
CHEIaTICTH 3 TPOBEACHHS MPOIEAYp TaKOX MalTh OyTH MpoiH(opMoBaHI MPo
HEOOXITHICTh KOPOTKOUYACHOT MPO(ITAKTUKH, SIKIIO MPOIIeypa MPOBOIUTHCS OIS
IUXaIbHUX LUIsAXIB. PekoMeHnyetbes crnuibHe 3 ekcrieproM 3 CAH mikyBaHHS
nauieHTa344.
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Pexomengamis 23

Mu pexomenayemo BciM namientam i3 CAH po3poOutu mnan aii

3roaa 98%, P/ D

CAH - ue pinkicHa, cKliaJHa, HenepeadadyBaHa Ta pyWHIBHA xBopoOa, 110
TpUBa€ BCE XUTTA Ta BIUiUuBae Ha *KUTTA. EdextuHa tepamiss CAH morpelye
KOMIUJIEKCHOTO JIIKYBaHHS 1 JOTJIAAY, KU Mae OyTH HOCTYHMHUM JUJIsl BCIX
nmamientis (Pexomennanis 24) 170297303135 yrerpopane ynpasainas CAH mae
HAa METl TOKpAaIlUTH JOTJsAj] 32 TNall€eHTaMHd 3a paxyHOK OINTHUMI30BaHOT
KOOpJMHAIll HaJJaHUX MOCIYT, IO JOMOMOKE MOKPAIIUTH Pe3yJbTaTH JIKYBaHHS
naiieHTiB. Lle qomomMarae nokpauuTy pe3yibTaTy JIKyBaHHS MAIliEHTIB 1 JO3BOJISE
3aCTOCOBYBATH MPOAKTUBHUN MIAXIJ IO BUSABICHHS, NPO(QUIAKTUKU Ta JIKYBAHHS
NOTEHLIMHUX YCKIaJHEHb.

Pexomenmpanis 24

Mu pexoMeHayemMo, 1106 yci nmarienty i3 CAH manu 1octyn 10 KOMITIEKCHOT
THTErPOBAHO1 JOTIOMOTH

3roxa 100%, P1 D

12.3. Ilompeba 6 cneyianizoearnomy ooensndi nayienmie iz CAH

[TamienTn 13 CAH 3a0x04yr0ThCs 10 MOMyKY (axiBis, SKUH Mae crierudivni
3HaHHs Ta 10ocBin 13 CAH. Bei marientu 3 CAH noBuHHI JIiKyBaTHCS Y CIIeIiamicTa
31 crienupIIHUMHA €KCIEPTHUMHU 3HAHHSMHU B CAH.
(Pexomenarin 25)"L76:244297,346:347355

[Mamieatn 3 CAH MaroTh JeKiabKa MEepemKo]] JUisi OTPUMAaHHS ONTUMAIBbHOT
AomoMord. BoHM BKIIOYAIOTH TpHUBAJi: 3aTPUMKH B OTPUMaHHI MPaBHIBLHOTO
JiarHo3y, HU3BKMHA piBeHb 3HaHb Ta jAocBin JikyBaHHs CAH y mikapis,
HEJIOCTATHICTh Yacy Ha CHUIKYBAaHHS MMAIlIEHTIB 3 JIIKApEM IIiJl 4ac Bi3HUTY, PO3PHUB
MDX TMaIliEHTaMH Ta iIXHIMU JIKapsSIMH y PO3YMIHHI, OUIKyBaHHSX Ta MPIOPUTETAX Y
JIKyBaHHI 3aXBOPIOBAHHS, BUMOTH QJMIHICTPATUBHUX CTPYKTYp Ta IJIATHUKIB Ha
OTpUMAaHHS TAIIIEHTOM BIAIOBIHOTO JIIKYBaHHS, a TaKOXX BIJCYTHICTH Tepamii B
ixHIM KpaiHi. BapTicTe 1 mocTyn 10 Teparii TakoK MOXKYTh OyTH TIpOOIEeMOIO st
naitieHTiB. Jlikapi-exkcnepta 3 CAH MOXyTb TOMOMOTTH MOAOATH 111 TIEPEIIKOIH.
Komm 1 nme 1me MOXIMBO, JOMOMOra Ma€ HaJaBaTHCS IIEHTPAMH KOMIUIEKCHOTO
JKyBaHHS aHT1OHEBPOTUYHOTO HAOPSIKY, K1 MatOTh 1OCBin y nikyBanHi CAH. Lsa
HACTaHOBA BU3HAE TOH (DAKT, MO B yChOMY CBITI HEIOCTATHRO JIIKAPIB-EKCIIEPTIB 3
CAH Ta meHTpiB aHTIOHEBPOTUYHOTO HAOpsAKYy, 1 MIATPUMYE BCl 3YyCHIUIS,
CIpsIMOBaHI Ha 3MiHy IbOr0, Hampukian, uepe3 wmepexy GA2LEN/HAEi

pedepeHTHUX IEHTPIB aHT10HEBPOTUYHOTO HAOPsIKY (ACARE) 6
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Pekomennyerncs, mo6 nauieHTd 3 CAH npoxonunu meauuHe OOCTEKEHHS
MpUHaIMHI pa3 Ha piK. Brepiie niarHocToOBaHUX MAILIEHTIB 1 THX, XTO MepedyBae
Ha JIOBIOCTPOKOBIM MPOQLIaKTUL, CIIJ OIVISIIATH Yepe3 KOPOTIIl MPOMDKKHU 4acy,
JIOKA He Oyne JOCATHYTO KOHTPOJIO HajJ 3axBoproBaHHsM. [lamientu, sKi
NpUIMalOTh aHAPOTE€HU, MOBUHHI MPOJOBXKYBATH OTJISAATHCS JBiYl HA piK [262].
OuiHKa MmiJ yac HACTYIHHUX BI3UTIB MOBMHHA BKJIIOYATH OTJIS] 33JOKyMEHTOBAHOI
MaIIEHTOM aKTUBHOCTI 3aXBOPIOBaHHS, BIUIMBY Ta KOHTPOJIO, @ TaKOX YacCTOTH
BUKOPUCTaHHS Ta €(EKTUBHOCTI JIIKyBaHHS HamajiB HaOpsKy 3a mnoTpedoro.
HeoOxigHo npoBecTH (pi3uyuHe 0OCTEkKEHHS MallleHTa Ta BIAMOBIAHY Ja00OpaTOPHY
ominKy L7734,

BiggineHHIM HEBIAKJIAAHOI JOIMOMOTH Ta IHIIMM MEIWYHUM 3aKiajaMm, sKi
HAJAal0Th HEBIAKIAJAHY JOMOMOTY, HACTIMHO PEKOMEHIYEThCS pPO3pOOUTH Ta
BIIPOBAIMTU AJATOPUTMH JIIKYBAHHSI aHT1IOHEBPOTUYHOTO HAOPSKY Ta HABUMTH CBIi
nepcoHasn eeKTUBHOMY poO3Ili3HaBaHHIO Ta JikyBaHHI0 HamnajaiB CAH roprani ta
4epeBHOT TIOPOKHUHH > .,

Pexomenmanis 25

PexomenaoBaHo, 1100 JTiIKyBaHHS TAIlIEHTIB 3/1MCHIOBAB (paxiBellb, SIKUM Mae
nocsin y Beaenni CAH

3rona 100%, P1 D

12.4. Camocmiiine i OomawHe niKy8aHHs

BMmiHHS caMOCTIHHO BBOJIWTU TperapaTd Mae€ BUpIIAIbHE 3HAYCHHS IS
edeKTUBHOI Teparii Ha BUMOT'Y 3 METOI0 paHHbOTro JiikyBaHHs Hanaaie CAH. Ilpu
IbOMY €(QEKTUBHICTh 3aJIEKUTh HE BIJ 3aCTOCOBAHMX HA BHUMOTY MEIUYHHX
npenapariB, HOMy CHpHS€ MPAKTUYHE YMIHHS CaMOCTIMHOTO YH 3a JOTOMOTOIO
mapTHepa, BBeIeHHs - 24 392 30430 Apanoriuno, camocriiine BBenCHHS CripHsie
LTP.

PexomennoBano, mo0 yci mamieHtd 13 CAH 3acTocoByBaiM JIOMAITHIO
CaMOCTIWHY Teparrito. YCl Malli€eHTH, sKi OTPUMYIOTh JIIKyBaHHS Ha BHMOTY,
JIIEH30BaHE JJI1 CaMOCTIMHOTO BBEJICHHS, TIOBMHHI TNPOWTH HaBYaHHS
caMoCTiiiHOMY BBeCHHIO mpernapatis (Pexomeraris 26) 3%,

HeoOximHICT, BiIBiAyBaTH MAIlIEHTOM MEJIWYHHM 3aKiaj sl OTPUMaHHS
JTIKyBaHHS «HA BHMOTY» MOK€ TPHU3BECTH JI0 3aTPUMKH JIIKyBaHHS, TPUBAJIOTO
CIIOCTEpEKEHHS Ta HEBAMOBIAHOI Teparii. HaB4aHHS caMOCTIHHOTO JIKyBaHHS B
ileasi Ma€ BKJIIOYATH IMAapTHEpPA 3 JIOMAIIHBOI Tepamii, TOOTO WieHa ciM’i 4|
OJIM3BKOT JTIOJWHU, SAKI MOXKYTh HaJaTH MiATPUMKY, TIOpaay Ta BBECTH Ipemnapar,
KOJM TAaIlieHT He B 3MO31 a0o He3maTHwii, abo Big4yBae AUCKOMGPOPT TpH
CaMOCTIfHOMY BBeneHHI. JlomammHs Teparis 3MEHIIye TSKKICTh 1 TPUBAIICTH
HaraaiB CAH, 3HMKy€e XBOPOOJHMBICTD 1 IHBATIAHICTD, @ TAKOXK MOXE MOKPAITUTH
AKICTh Ta TPOAYKTUBHICTH XKHUTTA. KpiM TOro, BapTICTh JIKyBaHHS 3HAYHO
3HIDKYETHCS TIPH 3aCTOCYBaHHI MiXOMY JAOMAIIHBOTO JIKYBaHHS Ta CAMOCTIHHOTO
BBEJICHHS [Ipenapary namienrom” > 220202373,
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Pexomenganis 26

Mu pekoMeHIy€MO, 11100 yCl1 TAIIEHTH, K1 OTPUMYIOTh JIIKYBaHHS Ha BUMOTY 1
MaroTh J03BUI HAa CaMOCTIiHE BBEJEHHS, MPOMILIM HaBYAHHS CAMOCTIHHOMY
JIKYBaHHIO

3roaa 98%, P/ D

JlomaiiHe JTiKyBaHHS Takok minxoauth st aiter 3 CAH, ne e
BINOBIAQIIBHUM JOpPOCIUH, IKMI Oakae MPONUTH HAaBYAHHS L1010 HAJAHHS I[HOTO
tuny Tepamii. JlocBia JiKyBaHHA reModisii CBIIYUTH MPO TE, IO JITEH KOPUCHO
320X0YyBaTH JI0 aKTUBHOI Y4acTl HA paHHIX CTaAIsAX iX JIKyBaHHS, a MAIIKIpHE Ta
BHYTPIIIHBOBEHHE CaMOCTiiiHE BBEICHHS OYIIO IPOJEMOHCTPOBAHO SIK MOKJIMBE Ta
Oe3rmeyde I MAll€HTIB BIKOM Bigx & pOKiB365'374. [loxunuii BIK HE €
NPOTHIIOKA3aHHSIM I JOMAIIHBOTO JIIKYBaHHS, SKIIO TAIi€EHTH Ta/abo
MOMIYHUKH 3 JOMAITHBOTO JIIKYBAaHHSI MOXYTh O€3MEYHO Ta €PEKTUBHO MPOBOIUTH
tepamito. [liAMKipHUNA HUIAX MOXe 3a0€3MeYnTH OUTBI 3pyYHE BBEJEHHS B YCIX
BIKOBHX I'pyTIax.

Panne nmikyBaHHS Hamaay Mae BUpIMIATbHE 3HAYCHHS y BUMAIKAX 3aJTy4CHHS
BEPXHIX JUXAIBHUX NUIAXIB (HAIPUKIIAI, S3MKa, 33/IHbOI YACTUHU TJIOTKH, S3MYKa,
rOpTaHi Ta TOJOCOBUX 3B’s30K). [lamieHTH MaroTh BBOIWUTH COOi mpemapaT
CaMOCTIIHO TPOTATOM O4YiKyBaHHS rocmitamizauii. Hang3BuyaitHO BaxiIMBO
CIIOHYKATH BCIX MAIIEHTIB 3BEPHYTHUCS 3a MOJAIBIIOK JOIMOMOI0I0 Biipaszy IicIs
BBeJICHHs mnpenapaTy. HaOpsk BepxHIX AMXaTbHUX IUISAXIB MOXE MPOrpecyBaTH
a0 BIIHOBJIIOBATHCS, TOMY MOK€ 3HAJO0UTHCS TOBTOPHE BBEICHHS 103U
npenapary. 3BepHEHHS 32 HEBIJKJIAHOIO JOMOMOTOI0 MICHs Tepalii Ma€e BaKJIMBe
3HAYCHHS ISl 3HIDKCHHS PU3UKY acdiKcii.

12.5. Vuuxnenus mpueepis

Bimoma 3HayHa HM3Ka CTaHIB 1 MEPEIyMOB, SIKIi MOXYTh CTaTH TPUTEepaMH
po3Butky emnizoniB CAH. TpaBmMyBaHHs, Y TO BHIIaJIKOBE, YW IIOB’Si3aHE 3i
CTOMATOJIOTIYHUMH, MEIUYHUMH ab0 XIpypridHUMH TMPOIETYpPaMH, MOXKE
npu3Bectd 10 emizony AH. 3acrocyBaHHS €CTPOT€HBMICHUX  OpaJIbHHX
KOHTpAIIENITUBIB 1 TOPMOHO3aMICHOI Teparii MO)K€ TaKOXX IHIIIFOBATH HaIlaJIu
CAH, Tomy ix cmig yHukaTu. ['opMOHaIbHA KOHTpAIEMNIlisi MPOT€CTEPOHOBHUMU
mpernapataMi MOJKE BHSBUTHCS KOPHUCHOIO Il Oarathox »kiHOok i3 CAH-1/2
27531331 AprurineprensuBHi mpemapatd, 30kpema iHribitopu AIID, MOXYTb
30UTBIITYBaTH YacToTy abo mpumBuayBaTu Hanaaun CAH, Tomy iX 3actocyBaHHS
CIiJT KaTeTOpUYHO YHUKATH. [HINI BiOMI TpPHUTepH BKIIOYAIOTH ICHXOJIOTIYHHM
CTpec, BTOMY, TUXOMaHKy Ta MEHCTpyalbHuid nuki. Yci namientu 3 CAH maioth
Oytn TmpoiHGOpPMOBaHI TPO TPUTEPH, HAKI MOXKYTh BHUKIUKATH HAMaaH
(Pexomeramis 27) *176:342.340375-37¢

[NTamienTn MarTh OyTH O0I3HAHI MPO MOTEHI[IHI TPUTEPH, MO0 3MEHITUTH
pU3MK TosBM HamaaiB. OgHak OUIBIIICTH HAMamiB € HemepeadadyyBaHUMH 1 HE
CIpUYMHEHI Tpurepamu. Tomy Jikapi HE TOBHHHI MIATPUMYBAaTH HaJMIpHE
YHUKHEHHSI MIJ03PIOBAHUX TPUTepiB, 100 HE OOMEXKYyBaTH HOPMAaJbHE >KUTTS
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namnieHTa. BakuuHaiis mpoTH TPUIY MOKE 3MEHIUUTH PU3MK 1HQEKIT BEepXHIX
IUXaJbHUX LUISIXIB 1, MOXJMBO, 3MEHIIUTH iX HaOpsk. Xopouuii
CTOMATOJIOTIYHUI AOIJISIA MOXKE 3MEHIIMTH PU3MK BHUJAJEHHS 3y0iB, MoTpelOy B
arpeCMBHUX CTOMATOJIOTIYHUX MPOLEAYpax 1 3a00IrTH TOCTPOMY a00 XPOHIYHOMY
3aMaJIcHHI0  POTOBOi  MOPOXXHWHHW, IO MOXKE€ 3HH3WTH PHU3UK HamaIiB
164,167,312,315,378,379

[Mangemis COVID-19, Bukiukanoro koponasipycom tumy 2 (SARS-CoV-2) 3
BAXKUM TOCTPUM PECHIPATOPHUM CHUHAPOMOM, BHUKJIMKaja OaraTto 3amuTaHb 1
HeBMNEBHEHICTh y manieHTiB 3 CAH Ta Meau4HHX MpaiiBHUKIB, SIKi BEIYyTh LHUX
namieHTiB. [luTaHHs B mepily yepry CTOCYIOThCS PU3HMKY 1H(DIKYBaHHS, PUBHKY
NOCHJICHHS TSDKKOCTI 3axBoproBanHss COVID-19, pu3uky migBUIICHHS] aKTHBHOCTI
CAH wuepe3 indexuito SARS-CoV-2, monudikamii nepedbiry COVID-19 uyepes
3actocyBaHHs cxBayneHoi Tepanii CAH ta BrmmBy Bakuue npotu COVID-19 na
namieHtiB 13 CAH. Ha choropHimHiii AeHb JOCTYNMHI MiHIMaJbHI JaHi, 100
BIIMOBICTH HAa Il 3alUTaHHS Ta BUPIMUTH 11 npobiemu. IloyaTkoBi naHi 3
Bbpazunii, ®pannii Ta TypedunHu He TOKa3aau 3HAYHOTO MI1JBUILICHHS aKTUBHOCTI
CAH-1/2 nig yac a6o micins COVID-19, xoua aeski naiieHTH, sKi 3aCTOCOBYBaIU
JIUIIE Teparniio 3a MoTpeOoro, MOBIMOMUIN MPO MiABUIIEHHS aKTHBHOCTI CAH*"
383 Pykommc, 1o MOxaHuil 10 APYKY, HE IPOIEMOHCTPYBAB KOLHHX J0Ka3iB TOTO,
o narieHTd 3 CAH MaroTh OUTbIINN pU3HK 3apakeHHs a00 cepito3Hoi iHpekIii, a
TaKOX MOOIYHUX e(eKTIB BakmuHU 3a 0a30t0 maHux HAE-A. VYV HemomaBHbOMY
ONMUTYBaHHI, TpoBeneHoMy B Hinepnanmax, micns BBeaeHHs 111 103 BakuuH
npotu COVID-19 6yno moBimomiieHo npo 11 HamamiB, IIICTh 3 SIKUX BUHUKIN
Outbiie HIXK 4epe3 48 ronuH micis BakuuHalli. [ToBimoMisiocs, 1o ciM HamasiB
Oynau JITKUMHU, YOTHPU OYJW OIIHEHI SK TOMIpPHI, 1 TpW OLIBIIOCTI HamasiB
IIPOBOJIUIIN JIIKYBaHHS «HA BUMOTY». BIJIBIIICTh HamajiB BUHUKAIM Y MAIIEHTIB,
XBOpoGa SKHX He KOHTpoNoBanacsi HatexHuMm wmoM (AECT < 10)*% 1Ii
MOYAaTKOBI  JlaH1  IMAKPECTIOITh  BaXKIMBICTh  ONTUMAJIBLHOTO  KOHTPOJIO
3axpoproBanHsg CAH-1/2, ocob6auBo mia yac maHaeMii, mo-nepiie, Iy MiHiMizamii
Hamajay, 1 mo-apyre, 1Mo 3MEHIIUTH MoTpeOy BIABIYBATH 3aKjaad 3 HaJaHHS
HEBIIKJIQJHOI JIOMOMOTH Yepe3 TMOTEHI[IMHO IMIJBUIICHUNH PHU3UK 3apaKeHHS

COVID-109.

Pexomenpanis 27

Mu pexoMeHIy€EMO TPOIHPOPMYBATH BCIX MAIIEHTIB MPO MOXKIUBI TPUTEPH,
MoB’si3aHi 3 po3BUTKOM AH

3roga 100%, PJ1 D

12.6. Cimevinuu ckpunine i CAH

CAH-1/2 — reHeTwuHe 3aXBOPIOBAaHHS 3 ayTOCOMHO-JIOMIHAHTHUM THIIOM
ycnajakyBaHHs. BiIMOBIIHO, YJ€HU POJUMHU XBOPOro, y TOMY uHcii 0adyci
nigyci, 0atbku, OpaTu ¥ cecTpu, AITH W OHYKW, MOBHMHHI MPOUTH CKPUHIHT Ha
¢ynkuito C1-INH, piBenr Ouika CI-INH 1 C4 y mma3zmi (Pexomenpamis 28)
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4176297355385 37 Ti3Hs miarHOCTHKA MPU3BOAUTH 10 XBOPOOIMBOCTI Ta 3HMIKEHHS
AKOCT1 JKUTTA YEpe3 HECBO€YACHE BIIPOBAPKEHHsS BIANMOBIAHOI Teparmii. IcHye
pusuk Toro, mo nepuwui Hanmaa CAH wmoke Bpasutu auxaibHi HUIsIXH a0o
YepeBHY MOPOXKHUHY Ta CHPUYMHUTH acPikciro abo HemoTpiOHEe XipypriuyHe
BTpydanms . Ilicast BcraHoBeHms miarnosy CAH ciin mpusHaunTtn Teparmiio «Ha
BUMOT'Y», siKka OyJie JOCTYIHOIO JUIsl IEPIIOTO Ta HACTYHUX Hama/iB, HAaBITh SIKIO
HaraiB 11e He 0yJo.

Pexomengamisa 28

Mu pexkoMeHAYEMO MPOBOAWTH CKPHUHIHT CEpel WICHIB POJAMHM MAalLI€HTIB 13
CAH

3roga 100%, P/ D
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JMomatox

OnuTyBaJbHUK 1JIS OiHKH AKOCTI :kuTTd nauieHTiB 3 CAH AE-QoL

[IIIT narmienra:

JlaTta 3ani0BHEHHS (I M D):

IHcTpyKiss 1010 3aMOBHEHHSI: y IbOMY OIUTYBAJBbHUKY HABEJCHO HH3KY
3anuTaHb. byap nacka, yBaXHO NPOYMTANWTE KOKHE 3allUTaHHA Ta BHOEpiTh 13 5
BiamoBiaew 1 HaitOuibm migxomsury. [Ipocumo Bac He mymartu A0Bro Haj KOKHUM
nutanHsaM. [locTapaiiTecss BIIMOBICTH Ha BC1 3alIUTAHHS, BIJ3HAYAIOUN «TUTHOCOMY JIUIIIE

1 BIAIIOBIb.

Byne nacka, Bkaxith, ik He Oyno
4acTo MPOTSIr oM

ocTaHHix 4 TwkHiB Bu

Majgd  OOMEXEHHsS B /0/
HaBEJICHUX HIKUE

chepax MOBCSIKIEHHOTO

KUTTS  4epe3  TOSIBU

HaOpsAKIB (HaBITh SKIIO

3a 1el nepio HaOpSKiB

y Bac nHe Oyio)

1. PoOora

2. @i3nyHa aKTUBHICTH
3. Buibnuii yac

4. ConiajgpHa aKTUBHICTH
5. XapuyBaHHsI

O 0ooao

Piaxo

/1 3a4
THXHI/

Oo0oooao

Iakomu

/1

MIPOTSATOM
poxky/

Oo0ooao

Yacrto

/2 B
MICSAIB/

O0O0oOo0oao

Hyxe
JacTo

/1 pa3 B
THX/ICHb
i>/

Oo0o0ooao

3a J0TMOMOrOI0 HaBEIECHUX HIDKYE 3alMUTaHb MU XOTUIM O OTpUMAaTH OiIbII
JTOKIaAHy 1H(QopMaIio Tpo TPYAHONI 1 MPoOJEeMH, SKIi MOXYTh OyTH TOB'S3aHi 3

HaOpsIKaMu, 110 TOBTOPIOIOTHCS (IIPOTATOM TOMEPeIHIX 4 THHKHIB)

6. Bu TsKK0 3acunaere?

7. Bu mpokugaeTecy BHOY1?

8. Uu BiguyBaeTe ceOe BTOMIICHUM
MPOTATOM JHS, Yepe3 Te, 0 MOTaHO
craJid BHOY1?

9. Uu Tsxk0 Bam 30cepenuruch?

10. Yu BiguyBaere cebe MpUTrHiueHUM?

O

O
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11. Yu 3mymeni Bu oomexyBatu cebde O O O O
y BUOOp1 HanoiB Ta ixki?

12. IlpurHiuytoTh yu 3aBaxkaioTb Bam o o O O
eni3oa1 HaOpsIKiB?

13. Ym BiguyBaete Bu  crpax o O O O
OUIKYBaHHSI panTOBOi MOSBU HAOPSKY?

14. Yu Ooitecs Bu, wmo Habpsku o O O O
MOXYTb 3'BIATHUCA YacTilie?

15. UYn copomurecs Bu 3'sBiArucs B o O m O
IPOMAJICEKUX MICHSX 4epe3 HaOpsKH,
10 MEPIOTUIHO 3'IBISIOTHCA?

16. Un BimuyBaere Bu 30eHTeKeHHS o O O O
ab0 OOsI3KICTh y 3B'SI3KY 3 HaOpsAKamu,
10 TIEPiOINYHO BUHUKAIOTH?

17. UYu moOoroerecs Bu Toro, mo O O O O
JKYBaHHS HaOPSIKIB, 110
MOBTOPIOIOTHCS, MOXKE B

JIOBFOCTPOKOBIM  MEPCHEKTUBI  MaTH
11 Bac HeraTuBH1 HACIIAKU?

Kpurepii oniHIOBAHHS SAKOCTI KUTTHA NAlli€cHTA
0 GamiB — XOpomIa SAKiCTh KUTTA

1-17 6anmiB  — 5erke mOpyIIeHHS SKOCT1 XKHUTTS
18-34 6aniB — cepenHE MOPYUICHHS SKOCTI KHUTTS
35-51 6an  — BHpaxkeHe MOPYHICHHS SKOCT1 XKHUTTS

52-68 GaniB — ay)ke 3HAYHE MOPYIICHHS SKOCTI JKUTTS

AE-Qol - incTpykuis ais inTepnperanii pe3yJabTaTiB
CrpykTypa onutyBansnuka AE-QoL
OynknionyBanas — 0- 1. [lopymenns npodeciiinoi gissibHOCTI — 0-4 Gamu
16 6aniB 2. [Mopymmenns ¢iznunoi aktuBHOCTI — 0-4 6anu
3. [Mopymmenns n03BinbHOI akTHBHOCTI — 0-4 Ganu
4. IMopymeHHs corianbHUX 3B's13KiB — 0-4 6anu
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Broma/mactpiit — 0-20 5. [Ipobnemu npu 3acunanni — 0-4 6anu
OaniB 6. Hiuni npoOymxenns — 0-4 Oamm
7. BimaytTs BTOME TipoTsiroM jiHs — 0-4 Ganu
8. [IpoGremu 3 koHteHTpartiero — 0-4 Ganu
9. Bimuytts 3HeBipH — 0-4 6anm

Crpaxu/copom — 0-24 10. BiguytTss mpurHideHOCTi 4epe3 Hamaau HaOpskiB — 0-4
OaniB Oanu
11. Ctpax mepen panToBUM PO3BUTKOM HaOpsiky — 0-4 Gann
12. Crpax nepen 301IbIIEHHSAM 4acTOTH HaOpsikiB — 0-4 Ganu
13. CopomuTthcs BifBiyBaTU rpoMaichki Miciist — 0-4 6anu
14. CopomMuThcs yepes 30BHINIHI posiBU HaOpsiky — 0-4 Ganu
15. Ctpax HECHPHUATIMBUX BIAJAJICHUX HACIIJKIB MPUAOMY
nikiB — 0-4 6amu

XapuyBanHa — 0-8  16. 3aranpHi oOMexeHHS B i1 Ta BxxuBaHH1 ki — 0-4 6anu
OaniB 17. O6mesxeHHs1 y BUOOP1 XapyOBHUX MPOIYKTIB Ta Hamoi — 0-
4 Ganu

3aranpHO: 68 OaniB —
100%

Ak oyinweamu AE-QoL 3a oxkpemumu po3oinamu ma 3a2anvHuil pe3yapvmam

OnuTyBaJIbHUK OIIHIOE MEpio]l 4 THXKHIB 1 BKIItouae 17 3anmuTaHb, Ha KOXKHE 3 SKHX
IIPOTIOHYETHCA S5 BapiaHTIB BIiANMOBiAeH (BOHHM OIMiHIOOTECA Big 0 mo 4 OamiB). Y
pe3yabpTaTi TMalieHT HaOupae 3arajibHy cymy OaiiB, sika mepeBoauThes B 100-6anbHy
HIKaTy, [I0 OIIHIOEThCA JIKapeM: YUM BHUIIUN BIJCOTOK, THUM CHUJIBHIIIE BHUpPAKEHE
HOPYIIEHHS SKOCT1 XKUTTA. KpiM 3aranbHOTO MOKa3HHMKAa SKOCTI KUTTS 32 JOMOMOIOI0
onutyBanbHuka AE-QoL MoxHa po3paxyBaTu MOKa3HUKU SIKOCTI KUTTA 32 4 OKPEeMHUMU
pozautamu: «DyHKIioHYBaHH: Y, «[louyTTs BTOMU/HacTpiity, «[lodayTTs cTpaxy/copomy»
Ta «XapuyBaHHS», OO0 BUABUTH, Ky 31 cdep >KUTTS 3aXBOPIOBAHHS BILUTUBAE
HaWOLIbIIIe.

bamu 3a okpemumu rpymamu nopymenb AE-QoL, a Takok 3aranpHuii 6an AE-QoL
PO3PaxOBYIOTH 32 TAKOIO (HOPMYIIOIO:

Y OaniB narmiedra / Makc X 6axis X 100

OnuTyBaJIbHUK MIATBEPJUB CBOIO UYTIMBICTh y BalliJAIliiHOMY JOCIII>KEHHI,
pe3yabTatu sKoro omyb6iikoBano y 2012 p. JlaHe mocmipkeHHS TpoBeAcHO Ha 0asi 2
nentpiB  Himeuumnu: «Ilapite» bepriHcbkoro yHIBEpCHTETy Ta  BiIJIJICHHS
JIepMaToJIOTii YHIBEPCUTETCHKOTO METUYHOTO IIEHTPY B MakHIIi.



68

Weller K, Groffik A, Magerl M, et al. Development and construct validation of the

angioedema quality of life questionnaire.  Allergy. 2012;67(10):1289-98.
DOI:10.1111/all.12007

Weller K, Magerl M, Peveling-Oberhag A et al (2016) The Angioedema Quality of
Life Questionnaire (AE-QoL) — assessment of sensitivity to change and minimal
clinically important difference. Allergy 71:1203-1209. https://doi.org/10.1111/all.12900



https://doi.org/10.1111/all.12900

