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ANEProjorisa

KNIHIYHI PEKOMEHAALI

Kniniyea wacmanosa, 3achoBaHa Ha NoKa3ax
«GnagKoBull an2i0neBpOmMUMHUL HAbpPAK»

YactuHa 1: BusHaueHHs, knacuikaulisa, AiarHOCTUKA, NiKyBaHHS, NpodinakTuka

Kniviuna HacranoBa (KH)«CnaakoBuii aHrioHeBpoTU4HMIA HAa6pPSK» po3po6neHa BignoBiaHO Ao MeToAUKM PO3pPO6KM Ta BAPOBAAIKEHHS MeAUYHUX CTAHAAPTIB
MeAUYHOI AONOMOrM Ha 3acanax AOKA30BOi MeauLUHU, 3aTBepakeHoi Hakazom MO3 Ykpainu Ne 751 Bip 28.09.2012 «IMpo ctBOpeHHs Ta BNPOBAAYKEHHS MEAUKO-
TEXHONOriYHUX AOKYMEHTIB 3i cTaHaapTU3auii MeauuHoi fonomoru B cuctemi MiHictepctBa oxopoHu 3g0poB’a YkpaiHu», 3apeectpoBaHum B MiHicrepcrBi loctuuii
Ykpainu 3a Ne 2001/22313 (3i aminamu) Big 29.11.2012. KH aganroBaHa ansg cuctemu oxopoHu 3a0poe’s Ykpainu Ha ocHoBi KH 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. KH «CnaakoBwuii
AHriOHEeBPOTUYHMI HAGPSAK» — Lie PeKOMEeHAALINHUIA AOKYMEHT i3 HAMKPALLOi MeAUYHOT NPAKTUKM i HE MAE PO3LIHIOBATUCH SIK CTAHAAPT MEAUYHOTO JIIKYBAHHS.
Cnapkoeuii aHrioHeBpoTuuHmii Ha6psk (CAH) — pigkicHe reHeTUUYHE 30XBOPIOBAHHS, SIKE€ XUPAKTEPU3YETbCS PELUAUBHUMM E€Mi304aMU AHFIOHEBPOTUYHOIO Ha6GpaKy
(AH), wo 3a3eMuai BUHUKAE B WIKIpi | NiAWKipHI KNiTkoBMHI 060 Ha cNu30BUX 060NOHKAX BEPXHiX auxanbHux wnaxis (BALL) i winyHkoeo-kuwkoeoro Tpaxry (LUKT).
CAH € cepiio3Hol0 rno6asnbHOI0 NPO6NEMOI0, OCKINbKY 3HAYYLLE BNIMBAE HA SIKICTb YKMTTS HE NIULLE CAMMX NALIEHTIB, a i IXHIX poaWH.

Croronni Bimomi aBa tTunu CAH, crippanHeHoro aedinuroM
¢yHK1ioHanbHOro Oika-iHriditopa Cl-ectepaszu (C1-INH),
naTtodizioNoriYyHUM MiATPYHTIM SIKMX € aOCOMIOTHMH (TuIl 1)
a6o BigHocHU# (Tum 2) aedinut C1-INH, mo npusBoauts
JI0 HAJUTMIIIKOBOI MPOMYKIIii OpaaMKiHiHy it akTUBAllii petenTopa
opanvkininy B2. IlinBuieHa nponykiisi OpaguKiHiHy Ta iH-
KX MEIiaTOPiB CIIPUIMHIOE 30ibIIEHHS IPOHUKHOCTI CyIUH
i, BIITIOBiIHO, IPOCOYYBAaHHS PilMHY B HABKOJIMIIHI TKAHWHHU,
pesyiabsraToM yoro i € AH.

Lle mpyruii mepersii Ta OHOBJICHHS MiXKHAPOIHUX PEKOMEH-
natiit i3 niarHoctuku ta JikyBaHHs CAH (mani — KepiBHULITBO),
KU OyB po3pobsieHuit BcecBiTHbOIO opraHizaili€to 3 aneprii
(World Allergy Organization — WAOQ) y cmiBmpaii 3 €Bporneii-
CHbKOIO aKaJeMi€lo ajieprii Ta KiaiHiuHoi imyHouorii (European
Academy of Allergy and Clinical Immunology — EAACI).
OHoBJIeHa Bepcisl BiIPi3HSETbCS Bill MUHYJIO1 pelaKilii Ta iH-
IIUX KePiBHUX NIPUHIIMITIB, KOHCEHCYCHUX 3BiTiB i TOKYMEHTIB,
OCKIiJIbKM TPYHTYETBCSI HA OCTaHHIX OMYyOJIiKOBaHUX J0Ka3ax
crocoBHO CAH, a TakoX Ha OCBii eKCIIEPTiB.

B onoBnenomy KepiBHUIITBI BpaXOBaHO CUCTEMY OLIIHKU J0-
ciimkeHb i pekomeHaauii st nporokoiiB AGREE I1i meTonu,
3arpornoHoBaHi podoyoto rpynoo GRADE. BinnosinHo 1o min-
xony GRADE 1ieit mepernsin Bu3Hae, 10 OXHUX JIUIIIE TOKa3iB
HEeIOCTAaTHBO [UISl TPUMAHSTTS PillleHb MO0 JiKyBaHHS, TOMY il
Yyac CTBOPEHHS PEKOMEH 1alliii BpaxoBYBaJIM KOPUCTb i MepeBaru,
a TaKOX KJIiHiYHi 00CTaBMHH i JOCBi €KCIIEePTiB.

7151 po3p00KM LIbOIO OHOBJIEHHSI Ta MEPerysiay HacCTaHOBU
OyJ10 3aTy4eHO MI00ATIbHY Ta Pi3HOMAHITHY TPYIy €KCIepTiB-
KJIiHIIKCTIB, HayKoBIIiB, MaiieHTiB i3 CAH Ta npencraBHUKIB
nanieHTiB. CKan eKCrepTHOI rpynu BinoOpaxkae riodaabHui
xXapakTep Ili€i HaCTaHOBU 3 reorpaiyHuM i TeHIePHNM 0alaHCOM
1i 4ieHiB. 3 OIJIsIMy Ha Te 110 JIiKyBaHHs mauieHTiB 3 AH motpedye
MDKAMCUUIUTIHAPHOTO MifX0my, OYJIM 3aIydeHi TaKOX CIeLialicTy
Ppi3HUX raiy3eii, 30KpeMa aJleproJiorii, 1epMaToJIorii, HeBiIKJIaI-
HOI MEMIIMHU, TACTPOEHTEPOJIOTii, TeMaToJIOTii, IMyHOJIOTi1, BHY-
TPIlIHBOI MEIULIMHU, OTOJIAPUHTOJIOTII Ta TieiaTpii.

3ycuuist eKCIepTHOI IPYNY KOOPAMHYBAIU YWIEHU KePiBHOTO
koMitety (MMau, MMag, SB i TC). Yci unenu rpynu Jiikapis/
KJIHILIMCTIB MaJIi aKTUBHO JIiKyBaTH nauieHTiB 3 AH i/a60 6patu
yyacTb y AOCTiIKEeHHsIX, Oe3nocepeaHbo nop’si3aHux 3 AH.
Vci uiieHn eKcrepTHOI Ipyny Hamaiau (hiHaHCOBY iHMOpMaIIiio.
VHiKabHICTB 1€l HACTAHOBU B TOMY, 1110 TJIOOAIbHA Y4acThb Oyia
3a0e3IMevYeHa yJacTioO MDKHAPOIHUX €KCIIePTiB i3 IT'SITH KOHTH-
HEeHTIB i 28 KpaiH. Yci wieHn KoMicii eKCIIepTiB OTpUMaIK ITOB-
HOBaXX€HHs OyTH JejieraTaMy HalliOHaJIbHOTO Y1 MiXKHapOIHOTO
HayKOBOT'O TOBApUCTBA, SIKE MMCbMOBO MiATBEPAMIIO, 1110 BOHO
MIPU3HAYMIIO EKCIIEPTA CBOIM JIEJIETaTOM, a TAKOX 1110 BOHO CXBa-
JIUJIO HACTAHOBY Ta CIIPUSITUME il PO3MOBCIOKEHHIO.

| | Mertoto onoBieroro KepiBuuursa € Hajxauus KiiHinucram

Ta iXHIM Mali€HTaM peKoMeHIaWii, AKi 1ONOMOXYTb iM

y NPUIAHATTI panionaibHuX pimens y Menemkmenti CAH, Hacam-
nepea CAH 1- i 2-ro tunis (CAH-1/2).

KoyoBa mpuunHa He 3ocepemxyBaTucsa Ha CAH 3 Hop-
MajapHuUM piBHeM C1-INH mossirae B Tomy, 110 1Is1 OLTBIIOCTI
Mali€eHTIB AiarHOCTUKA HEMOXJIMBA. [EeHETUUHMIA aHaJTi3 MOXe
BUSIBUTH JILLE HE3HAYHY MiATPYIy MALI€HTIB i3 HASIBHOIO Mi103-
poto Ha 11e 3axBoproBaHHs. OKpiM Toro, AesIKi JaHi CBimYaTh, 110
poJib OpafMKiHiHY SIK OCHOBHOTO MefiaTopa Haopsiky ipu CAH
€ cyMHiBHOIO. lle HaBOOUTh Ha TYMKY PO HEOOXiTHICTh ITOBTOP-
Hoi ouinku CAH 3 HopManbHuM piBHem C1-INH.

B oHOBJIEHOMY TOKYMEHTI BUCBITJIeHO 28 peKOMeHIallild,
3 AKX 7 — HOBIi, 13 — 3MiHeHi i 8 — 3anumuaucsa 6e3 3MiH,
TMOPiBHSHO 3 MOMNEPEIHBOI0 pefaKilielo ToKyMeHTy. OCHOBHi
TUTaHHSI, BUCBITJICHI B IMX PEKOMEHIALIIsIX:

o {k Tpeba Bu3Havartu i kiacudikyBaru CAH?

o {k motpi6Ho miarHoctyBatu CAH?

o Sk nikyBatu nauieHtiB i3 CAH i siki BapiaHTU JliKyBaHHS
MaloTh BUKOPUCTOBYBATUCS?

o SIxi wini nikyBanHst CAH?

o Yu mae nikyBanHs1 CAH BinpizHSITHCSI B IEKPETOBAaHUX IPyTiax
TIAIiEHTIB, TAKMX SIK JITH i BariTHi/ XiHKM, 1110 TOAYIOTh TPYIII0?

o Sk manientn i3 CAH MaroTh cTexXuTn 3a aKTUBHICTIO 3a-
XBOPIOBaHHSI?

Baxxi1uBo TakoX 3a3HAYMTH, 1110 B IEBHUX PErioHaX CBIiTY
B nauieHTiB i3 CAH noctym 10 cydacHoi 1iarHOCTUKM i Tepartii €
obmexeHuM. Lleit meperisia i OHOBJIGHHSI peKOMEHIalliil MaloTh
Ha MEeTi IONOMOTTH 3MiHUTH 1€, a TAKOX CIIPUSITU IJI00aTbHOMY
BUKOPUCTAHHIO PEKOMEHIOBAHUX METO/IIB IiarHOCTUKY 1 JTiKY-
BaHHS JJIS BCIX MAalli€HTIB.

B Komenmap pooouoi epynu: Ha momenm pospooku KH dia-
enocmuyni memoou wdo CAH 6 Ykpaini docmynui nepesaic-
HO 6 Komepyilinux aabopamopisix. Buznauenns konyenmpauii
CI-INH i iioeo akmusHocmi nposooumsCs BUKAIOMHO 8 KO-
Mepuiiinux nabopamopisx. lememuyni memodu OdiaeHocmuku
mMakoxc 00CMynHI Auuie 0nocepedK08ano vepes 3apyoixcHi Ko-
Mepujiiini aabopamopii.

YV pexoMeHalisIx i€l HaCTAHOBY BUKOPUCTOBYIOTh CTaH-
JIapTHi (OPMYITIOBaHHS, TOOTO «MU PEKOMEHIYEMO» 200 «MU
MPOIIOHYEMO». «MH peKOMEHIYEMO» BiToOpaxkae HaIOJIEIIMBY
pexomeHaauio. To6To MaeThes Ha yBasi, 1110:

o yci abo Mmaiixe Bci MoiH(hOpMOBaHi JIIOIU 3pO0JISITh TaKUiA
BUOIp:

e [IOCTayaJIbHUKAM METUYHUX TIOCIYT OTPiIOHO MEHIIIE Yacy
IUTSL TIPUIMHSTTS PillleHb i OiIble 9acy ISl IMOJOJaHHS Tepe-
LIKOJ JJISI X BIIPOBAIXKEHHS i JOTPUMAaHHS,

ey OUIBIIOCTI KJIiHIYHMX CUTYaLlill peKOMEeHAaLlisl MOXe OyTH
MPUITHATA SIK HajlleXXHa. «Mu TIpornoHyeMo» BinoOpaxkae ciabky
PEKOMEHIallio, sIKa 03HaYaE, 110:

- OinbLIicTh MOIH(DOPMOBAHUX JTIONEH 3pOOUTH TAKWIA BU-
0ip, ajie 3HaYHA KiIBKICTh HE 3pOOUTH;
- TIOCTAYaJIbHUKKM MEAMYHMX MOCIYT i MalliEHTH MaloTh

NPUALISTY Oiblle Yyacy Mpolecy NPUNAHSTTS pillleHb.

Baxu1Bo, 1110 1151 HACTAHOBA BU3HAE Ta MA€ HA METi TIOM SIK-
LIUTH PI3HUIIIO B pecypcax OXOPOHU 3M0POB’sl ISl JTIKYBaHHS
CAH wmix kpaiHamu. PekomeHpallii, HaBeleHi B 11ili HACTaHOBI,
CIIpsIMOBaHi Ha (popMyBaHHSI onTUMajIbHOTO migxomy 1o CAH
IIUISIXOM PO3pOOKU IJ100aIbHUX CTAHAAPTIB AiarHOCTUKMU Ta Jii-
KyBaHHsI. LIS iHCTpYKIIisl AisITUME MPOTSATOM HACTYMHUX 4 POKiB
MicJst 1i Imy6iKaltii, 1o HaCTYITHOTO OHOBJIEHHS Ta nepersiny. HoBi
inei Ta BIOCKOHaJIeHi iHCTPYMEHTH TiarHOCTUKM ¥ JTIKyBaHHSI, SIKi
BIIPOBAKYIOThCS 10 HACTYITHOTO TIEPETJIsiTy Ta OHOBJIEHHSI 1Ti€l
HACTaHOBH, TIOTPIOHO BUKOPMCTOBYBATH IS TIOJITIICHHS JIIKY-
BaHHs1 CAH, 1110/1HO BOHU CTaHYTb JOCTYITHUMMU.

Bugnauenns, HoMEHKNamypa i Knacudixauis

AH xapakTepusyeTbcst TPaH3UTOPHOIO CYIMHHOIO peaKilielo
MOOKUX IIKipHUX/ MiAIIKIPHUX TKAHUH 200 CIM30BUX/Mil-
CIM30BMX TKAHWH i3 JTOKAJbHO MiJIBUIIEHOIO MPOHUKHICTIO
KPOBOHOCHMX CYIWH, L0 MPU3BOAUTh N0 HaOPSIKY TKAHUH.
Po3pi3Hsa10Th aHTiOHAOPSIK, OMOCEPEeIKOBaHUI OpaguKiHiHOM
i/abo MemiaTopaMy MacTOLIMTIB, 30KpeMa ricraminom. AH, 3y-
MOBJICHMI OpaTuKiHiHOM, MOXe OyTH CaIkOBUM ab0 HaOyTHM.
CAH wmoxe BuHuKaTu BHacinok aediuuty/nedexry C1-INH
a00 BHACJIIIOK iHIIMX MEXaHi3MiB.

Pizni dopmu CAH po3rizHaioTs Ta ineHTH(iKyI0Th TeHETUIHO:

1. CAH ynacainmok nediuuty 6inka C1-INH (CAH tun 1,
CAH-1) xapakTepu3y€eTbCsl HU3bKUM aHTUT€HHMM i (DyHKIIiO-
HasibHUM piBHeM C1-INH.

2. CAH ynacninok aucdynxkiii 6inka C1-INH (CAH Ttum 2,
CAH-2) xapakTepu3yeThcsi HOpMTbHUM (200 MiIBUILIEHUM) aH-
tureHHIM piBHeM Oinka C1-INH, ane Hu3bKOI0 11010 (PyHKIIi€0.

3. CAH i3 myramiewo resa XII dakrTopa 3cimaHHs KpoBi
(CAH-FXII).

4. CAH i3 myraiiieto reHa anriornoetuny-1 (CAH-ANGPTI).

5. CAH i3 myrauieto rena masminoreny (CAH-PLG).

6. CAH i3 myTatieto kiHiHoreHy-1 (CAH- KNG1).

7. CAH i3 mytauieto reHa miodeprainy (CAH-MIOF).

8. CAH i3 Mmyrauielo reHiB remapaHcyibgary 3-O-cyiabdo-
tpancdepasu (CAH-HS3ST6).

Mo Toro x y nesikux nauieHTiB okpemo Buiisiiot CAH uepes
Hesinomi mytaitii (CAH-UNK).

B Komenmap pobouoi epynu: CAH, cnpuuunenuii mymayiamu, ki
3asnaueni 6 nyHkmax 3-6, cnocmepiearomo HA036UMAIHO PiOKO
(ix wacmoma cmanosums <1% ycix eunadkis), i maiigice 8 ycix
BUNAOKAX HAABHUL oOmsaxceHull cimelinuil anamues. Jiaenoc-
MYy8amu ix MOICAUB0 Aule 3a DONOMO20H) eHemUUH020 00cme-
acenns. Heobrpynmoeane ecmanoenenns diacrnosy «CAH yepes
HegidoMi Mymauyii» moxcauee uepes HeOoCmamHi 1a60pamopHi
Modcaugocmi. Ypaxosytouu piokicricms cmany, mae oymu npo-
8e0eHo nogHe 1abOPamopHe 00CMENCeHHS, Y MOMY HUCAE WU-
POKULL nepenik mecmig ons dugepenyiiinoi diaeHocmuku 045
BUKNIOHEHHS [HUUX 3aX80PHBAHDb (ABMOIMYHHUX, ANepeIYHUX,
EHOOKPUHHUX MA iH.) K NPUMUHU PEUOUBHUX HAOPAKIG.

Pizni popmu CAH matots nesiki criibHi i3 CAH xitiHivHi 03HaKK
i, iMOBipHO, BapiaHTH Teparlii. BinoMo Takox KiJbKa TUIIiB OpaauKi-
HiH-omocepenKoBaHoro Habyroro AH, ocHOBHi 3 HUX 1ie HaOyTHiA
nediuut C1-INH 3 Husbkum piBHem Cl-inribitopa (HAH-CI-
INH) i 3ymoBneHmii iHribitopamMy aHTIOTEH3WHITEPETBOPIOBATIBHOTO
depmenty AH (AIID-AH) (ta6n. 1). i Tunu AH matots nesxi
crinbHi i3 CAH Ki1iHiYHI 0cOOIMBOCTI 11 BapiaHTH JIiKyBaHHSI.

Namothisionozia CAH
Matodisionoris CAH-1 i CAH-2

CAH-1/2 — pinkicHuit aBTOCOMHO JIOMiHAHTHMIA CTaH, KU
ypaxae nipubmusHo 1 moxuHy Ha 50 tuc oci6. CAH-1/2 nos’s-
3aHuit i3 myTauieto reHa SERPINGI, skuit konye C1-INH49.
Hatenep Binomo nonan 700 BuaiB mytauiii rena SERPINGI, aco-
idoBanux 3i CAH-1/250. Y ipu6misto 20-25% maltieHTiB 3a 3a-
XBOPIOBAHHSI BiToBina€e nepBuHHa MyTallist de novo SERPING.

C1-INH — inri6itop cepunoBoi nporeasu (SERPIN) i oc-
HOBHMI iHTiOiTOp HeKiabKox mpotea3 KomruieMeHTy (Clr, Cls
i ceprHOBa IpoTea3a, acollilioBaHa 3 JEKTUHOM, 1110 3B’SI3ye€
MaHo3y (MASP), 11i2) i npoTtea3 KOHTAKTHUX CUCTEM (KaJliKpeiH
ria3miu i Koarynotounit FXIla), a Takox BiIHOCHO ApYropsiz-
HUIi iHTiOITOP (DiOPiHOMITUYHOT MpOTeas3y Maa3MiHy.

OcHoBHUM MeniatopoM Habpsiky Tipu CAH-1/2 e 6panukiHiH —
HU3bKOMOJICKYJIIPHUI HAaHOTIETITH, SIKU TeHEPYEThCS, KON

Tabnuvus 1. Knacudikauis AH

& o AH, cnpuunHeHum Megpiarop
AH, cnpuunHeHwii Gpanukininom MeAiaTopaMmu MacTouuTiB HeBigoMUiA
C1-INH gediunt/
pucdyHKuis C1-INH Hopma IgE-onocepepako- He-IgE- Megiatop
CAH HAR CAH HAR BOAHWUM onocepeaKoBaHUM HeBinoOMMM
CAH-nC1-INH AN®-AH. A arstieree
ALY [ Warcrm | 415 CAPLC, CAVINGT, | AW st | At/ pmnap | A1/ Yo ionenn
CAH-MYOIF*, CAHUNK) ' npenaparamu® e

Mpumitkn. CAH-1 - CAH yHacnigok gediunty C1-INH; CAH-2 — CAH ynacninok ancynkuii C1-INH; HAH - Ha6ytuit AH yHacnipok aediuuty Cl-inribitopa;

CAH-nC1-INH - CAH i3 HopmansHum pisHem C1-INH, symosneni mytauismu FXIl (pakrop XII), ANGPT] (anrionoetun-1), PLG (nnasminoren), KNG1 (kiniHoreH), MYOF
(miogepnin) i HS3ST6 (renapancynsgat-rniokosamin-3-O-cynsporparcdepasa 6) abo Hesigomy (UNK). +CAH-ANGPT1 i CAH-MYOF 3ymoBneHi MyTauismu, ski savinaioTs
eHgoTenii cyAmH, i ponb 6paaukininy sk meaiatopa cumntomis AH, ouesnaHo, € Henpamoto abo ymoBHolo; * — iHwi npenaparu (6nokatopu peuentopis aHrioteHsuny I, rinTunm,
iHri6iTopu HenpunisnHy abo aKTMBATOPH TKAHMHHOTO NAA3MIHOTEHy) NOTEHUiHO 3AATHI iHAYKYyBaTH BpaaukiHiHonocepeakoBanmilt AH.

IIponos:xkenns Ha ctop. 4.




ANEPronorisa

KMIHIYHI PEKOMEHOAULII

Kniniyna Hacmanosa, 3aCHOBAHA HA [oKasaN
«GnagkoBui anzionespomuyHLi HabpaK»

IIponos:xkenns. ITouatok Ha cTop. 3.

AKTUBHUI KaJIIKPETH M1a3MU PO3LIETUIIOE BUCOKOMOJIEKYIISIPHU T
ki"iHoreH (HMWK). BpanukiHiH IIBUIKO MeTa00Mi3y€EThCS €H-
JIOTEHHMMHU MeTanonporeasamu, cepel skux AIID. Kanikpein
IU1a3MU aKTUBYETHCS 3i CBOr0 HEAKTUBHOTO MPOEH3UMY MTpeKati-
kpeiny axkropom npoteasu XII (FXII), sikuit Moxe JIeTKo aKTUBY-
BATHUCS i/l YAC KOHTAKTY 3 HETATUBHO 3apSLKEHUMU TOBEPXHSIMU.
I xanikpein mnasmu, i FXII inrioytorsest C1-INH. TlinBuiena
CyIMHHA IIPOHMKHICTh, CITPOBOKOBAHA BUBLUTbHEHHSIM OpanIyKiHiHy
npu AH, MenitoeTncs yepes perLienTop OpaaukiHiHy B2.

Marodisiororis CAH-nC1-INH

CAH-nC1-INH — rpyna mgyxe pinKicCHUX 3aXBOpIOBaHb, KJTi-
HiyHi rposiBu sikMx ayxke cxoxi Ha CAH-1/2. Ha cygacHomy etarti
BuzHaHo 6 tuniB CAH-nC1-INH Ha 0CcHOBi KJ1I04OBMX MyTa-
uiii: FXII, ANGPT1, PLG, KNG1, MIOF i HS3ST6. Onnax
y 6inbiocti mauieHTis i3 CAH-nC1-INH He MoxXHa BU3HAUUTH
MyTallilo reHa, a aToreHe3 Iie MoTpiOHO AeTaTbHO OXapaKTepy-
3yBaTu. [CHYIOTb KJTiHiUHi 10Ka3H, 1110 OpaaMKiHiH MoXe Bimirpa-
Batu cyTTeBy posib nipu neBHUX TMax CAH-nC1-INH, oco6aBo
B mamieHTiB i3 mytauieto FXII i PLG, tomi sx CAH-ANGPT1
i CAH-MIOQOF 3ymMoBneHi MyTalisiMu, SIKi 3a4illaloTh eHIOTENii
cynvH. Xoua CAH-nC1-INH wmae neHi cniipHi 3 CAH-1/2 k-
HiYHi 03HAKH i, MOXJIMBO, BapiaHTH JIIKyBaHHS, 1li peKOMEHaLlii
3ocepemxkeHi Ha CAH-1/2.

Jliaznocmuka

CAH-1/2 notpibHo 3amifgo3puTH, SIKILO B MMalLli€EHTa B aHAM-
He3i HasIBHUI pelIMIMBHMM HAOPSIK MIKipH (KiHLIBOK, OOJUYYS,
renitaniit), opranis LIKT (6ontoui cnazmu B XuBoTi i/ab0 Ha-
OpsiK roprati). LIs ino3pa oTpuMye 101aTKOBE MiATPYHTS, KON
MaLiEHTH MOBITOMJISIIOTH PO Oyab-sIKMiA (pakTOp abo Mpo Ha-
SIBHICTb TaKUX (PaKTOPIB:

e OOTSIKEHUI ciMelHMIT aHaMHe3 (xoua ¥ 25% maiieHTiB
1ioro Moxe He OyTH);

e TIeplli eMi30Au CUMIITOMIB Y AUTSYOMY/TiUTITKOBOMY Billi;

¢ pPELMIMBHUI aOMOMiHANIBbHMIA OiNb;

e BHUIAmoK HabpsKky B/I1II;

e BIiICYTHICTh peaxiiii Ha aHTMTICTaMiHHi JIiKapChbKi 3ac00M
(JI3), xopTukocTepoinu adbo emiHehpuH;

e HAasIBHICTh MPOIPOMAJIbHUX 03HAK a00 CUMIITOMIB Iepen
HaOpsIKOM

i/abo

e BiJICYTHICTb yPTHKApIiB.

[Tino3pa na CAH-1/2 mae 6ytv 0cHOBOIO /TSI 3aMUTy Ha J1abo-
paTOpHi TOCTiMKEHHS 3 METOIO IMiATBEPIKEHHS AiarHo3y. BuzHa-
yeHHs dyHki1ii C1-INH, 6inka C1-INH i C4 y cupoBaTii/miasmi
KPOBi BUKOPUCTOBYIOTh A1 AiarHocTuk CAH-1/2 (PekomeHza-
uist 1; puc. 1). [pu mpoBeseHHi LIMX TPOX TECTIB AiarHOCTUYHA
TouHicTh BusiBieHHss CAH-1/2 € BUIIIOIO MOPiBHSIHO 3 BUKOPUC-
TaHHSIM OfIHOTO 3 HUX. LI HacTaHOBa BU3HAE, 110 TOCTYIHICTb
i sikicTb TectiB Ha dyHkuio C1-INH, 6inox C1-INH i C4 Binpis-
HSIIOTBCSI B YChOMY CBITi, 1110 3MYILYE JIIKapiB Y AESIKUX KpaiHax
alanTyBaTH CBill BJIaCHUI MiarHOCTUUHUIA MiaXin (HanmpuKiam,
qyTIUBICTb TecTy C4 MOXKe 30iTbITyBaTHCS B pa3i B3SITTi KPOBI i

yac Hamajy, aje 6e3 migBuieHHs crietdivHocTi). Y KpaiHax, 1e
PpEeKOMEHIOBaHi JiarHOCTUYHI TeCTH HEMOCTYITHI, 11i peKOMEeHIALIil
Tpeba BUKOPHUCTOBYBATH, 11100 3aKJIMKATH OpraHi OXOPOHMU 310-
POB’st (hiHAaHCYBATH BilIOBIMHI JIarHOCTUYHI TECTU LTSI 3HUKCHHS
CMEPTHOCTI i 3aXBOPIOBAHOCTI, MOB’s13aHoi i3 CAH.

¥ pasi CAH-1, skuit oxorutioe Maitxe 85% manienTis i3 CAH,
koHueHTpais i pyHkuis C1-INH e uusbkumu (<50% Bin HopMu)
(tabm. 2). IIpu CAH-2 xonuentpais C1-INH e HopMambHOO 2060
ninBuiIeHo0, Toxi K GyHkiia C1-INH 3Himkena (<50% HopMu).
PiBenb C4 y nauienTiB i3 CAH-1/2 3a3BUyaii HU3bKUIA, ajie Horo
YyTIMBICTb 1 KJIiHIYHA criennbivHicTh siKk Mapkepa CAH € obme-
>keHUMU. Came ToMy Oro BU3HAUEHHSI 3 METOIO JIMIIIE AiarHOC-
tuyHoro ckpuHiHry CAH-1/2 He pekoMeHI0BaHo.

PiBenp C3-kommonenTta komrieMeHTy npu CAH 3a3Buyait
HOpMaJbHUI, BiINIOBiAHO, 1OT0 BU3HAUYEHHSI HENOIIJIbHE.
CexBenyBaHHs reHa SERPING1 mMoxe OyTy TOLIBHUM pU
obcrexeHHi aesikux nauieHTiB i3 CAH-1/2 (y Tomy uuncii
TpU TIpeHAaTaJIbHil MiarHOCTHUILi), TpOTe OioXiMiuHUMIT aHa-
ni3 Ha C1-INH edexTuBHUl i He TaKuit TOPOTU, HiXX TeHe-
tnuHe TectyBaHHs. CekBenyBaHHs JJHK Moxe mpomyctutu
MyTallii, SIKi IPU3BOISTD 10 YTBOPEHHS IPUXOBAHUX TiIISTHOK
craiicuHry. [IpoBeeHHSI TeHETMUYHOTO TeCTYBaHHS MOXe
OyTH JOLIIBHUM Y KOHKPETHUX BUIAAKaxX, HAMPUKIIAA IpU
Mo3aiuHuX ¢opmax, Uil TOro 100 MPOBECTH KOPEKTHY Te-
HETUYHY KOHCYJIbTALLilO.

PekomeHpauis 1
PekomMeHO0BaHO MPOBEAEHHS aHani3y KPOBI
Ha dyHKuito C1-INH, piBHi binka C1-INH i C4
B YCiX NaLLieHTIB i3 nigo3poio Ha CAH-1/2

3roma 92 %, piBeHb fokasosocTi (PI) D

B Komenmap pobouoi epynu: Ha momenm pospobxu yiei Kainiv-
HOI Hacmanoeu 6 YKpaini 6u3Ha4eHHs KOHUeHmpauii i (pyHK-
uii ineioimopa C1-INH docmynue auwe 6 Komepuyitinux 1a60-
pamopisx. Ane 3 Mmemoro nidsuuyerHHs MoYHOCMI OiaeHOCMUKU
0aXCanum € BUKOPUCMAHHS came KOMNAEKCHO20 NioX00y 3 8U-
3HAYEHHAM 6CIX MPbOX NOKA3HUKIS.

Tabnuus 2. TUNOBMIA AiArHOCTUYHUIA NAGOPATOPHUI
npodinb y nagientie 3 CAH-1/2

DyHKuisn PieeHb 6inka PiBeHb
C1-INH C1-INH 6inka C4
CAH-1 l l \:
CAH-2 4 H/T )

Mpumirka. H - Hopma. Hainpocriwmm napametpom € ouitika pynkuii C1-INH, ska
€ Hu3bkoto B pasi CAH-1i 2. [lns noBcskaeHHMX BiIQrHOCTUYHMX Linei BOCTYNHI TPH
KoMepuiiHi Habopu Tectis. 3unTyBaHHS BiABYBAETbCS Yepe3 XpOMoreHHi cybcTpaty
a6o yrsopenHs komnnekcis C1-INH-Cls. [ns euamumoi dpyrkuii C1-INH 3uutysanus
Mae 3HavenHs. Tinbku keanipikosaHi nabopatopii MOXyYTb AQTH NPABMALHY
iHTepnpetauito pesynsraris. Y pasi CAH-1 koHueHTpauis iHribiTopHoro 6inka Hu3bka
(<50% HopmansHoro cepegHboro), Togi sk y eunagky CAH-2 jioro koHueHTpayis
HopmanbHa abo nigBuLLeHa.

'

®ynkuia C1-INH L
Pisens C1-INH |

nicnsa 30 pokis

®ynkuia C1-INH L
Pisers C1-INH H/ T

Migo3spa na CAH

Dynkuis C1-INH
Pisens C1-INH
Pieens C4

'

®Dynkuis C1-INH — H
Pisenb C1-INH - H

Pisenn C4 | Pienn C4 | Pisen» C4 — H
CimeiHni aHamHe3 CiMeiHMM aHaMHe3
no3uTUBHUM abo i KaysanbHi MyTauii
Kay3anbHi MyTauii BiAACYTHI
CAH-nC1-INH CAH-nC1-INH
\/ ¢ ¢
) CAH-1 . CAH-2 CAH-nC1-INH AH, iHgykoBaHui
MiATBEPAXEHMIA niaTBEPAXEHM (CAH-FXII megiaTopamu
NOBTOPHWM AHANI3OM NMOBTOPHWUM AHQNI30M MACTOLMTIB.
KpOBi KpOoBi CAH-ANGPTI lpionatnunmm AH.
CAH-KNG1 iATID-AH*
Konu B cim’i BipcyTHI CAH-MIOF
HAH-C1-INH <— eunagkm CAH, CAH-HS3STé
a CUMMTOMM BUSIBASIIOTHCS CAH-UNK)

Mpumirkn. CAH-1 — CAH ynacnigok aeiunty C1-INH; CAH-2 — CAH yHacnigok gucdynkuii C1-INH; HAH-CI-INH - na6yTuit AH yracnigok gediumnty C1-INH;
CAH-nCI1-INH - CAH i3 HopmanbHum pisHem C1-INH yepes myrauito ANGPT] (anrionoetuny-1), PLG (nnasminoreny), KNG (kininoreny), MYOF (miopepniny) ta HS3ST6
(renapancynsdary-rnokosaminy 3-O-cynsporparcepasb 6) abo Hesigomy (UNK); iAM®D-AH — AH, ingykosanni iAMN®;* inwi npenaparwu, Taki sk 6nokatopu peuentopis
auriorenauty I, raintunm, inri6iropu HenpunisuHy abo TKAHMHM AKTUBATOPM NNA3MIHOrEHY, MOXYTb iHAYKyBaTH onocepeakoBaHni bpaankininom AH.

Puc. 1. liarHoctuuHe o6cTeXxeHHs nauieHTiB i3 nigospoto Ha CAH

Pesynbratu nocnimkens, siki BKasytoth Ha CAH-1/2, MatoTh
OyTH TinTBEpIKEHi TOBTOPHO, B ifealli — y cepTudikoBaHili Ja-
oopatopii (Pekomennaris 2). Te came CTOCY€ETBCS i CYTIEPEWINBIX
peaynbratiB nocaimkeHHs. CAH nmpu3BoauTh 10 YMCIEHHUX 10-
BIYHMX HACJIiIKiB IS MALIiEHTIB i IXHiX pOIUH, caMe TOMY JliarHO3
Mae OyTu minTBepaxeHuit (puc. 1). Tectu Ha C1-INH y 6aratbox
J1abopaTopisiX MPOBOMSTH HEYACTO, 110 CTBOPIOE PU3MK XMOHOTIO-
3UTUBHUX | XMOHOHETATUBHUX PE3YJIbTaTiB, IKUii 3MEHIIIYETHCS
IMOBTOPHUM TecTyBaHHSIM. HamiliHimni TecTy mepeOyBaloTh 3apa3
Ha cTafii po3po0ku. PekoMeHmallisl CTOCOBHO ITOBTOPHOTO BU3HA-
yeHHs ¢yHkuii C1-INH, ymicty 6inka C1-INH i C4 crocyeTbest
Jiie noyatkosoro aiarHosy CAH.

B axxnmBo 3ayBaxKuTH, IO MPOBEIEHHS MIOBTOPHOTO TECTY-
BAHHS B NAIIEHTIB i3 MO3UTHBHUMH Pe3YJIETATAMH — II€ He TpH-
YHHA BiIKJIAJATH NPU3HAYEHHS Tepariii.

PekomeHpaLiis 2
PekoMeHA0BaHO NPOBEAEHHSA MOBTOPHOMO
TeCTyBaHHS Ha BM3Ha4eHHA dyHKLii CT-INH,
piBHiB Oinka C1-INH i C4 naujeHTam i3 nonepeaHbo
NO3UTUBHUMMW pe3yrbTaTaMu ANS MiATBEPAXKEHHS
fiarHosy CAH-1/2.

3rona 87%, P D

B Komenmap pobouoi epynu: Jlns eepughikayii diacno3y
CAH-1/2 eapmo ompumamu 08a pesyibmamiu, wo 8Kda-
3yI0mb Ha 3HUdCEHY KOHYeHmpayio abo @QyYHKyin
CI-INH. Ilicas écmanosnaeHHs ocmamo4Ho2o 0iazHo3y
CAH-1/2 monimopure 21a60pamopHux NOKA3HUKIE NPOMaeoM
JHcumms He NOKA3GHUIL.

AndpepeHuiitHa AiarHocTuka

Hudepenuiitna giarnoctika CAH-1/2 oxoruitoe iHii popmu
CAH, nanpukinan HAH-C1-INH, iATI®-AH, AH, onocepen-
KOBaHU# MeJiaTopaMy MacTOLIMTIB (y TAIliEHTIB i3 XpOHIYHOIO
crnioHTaHHOI0 Kponus’siHKoio (XCK) 6e3 mamny:, anepriuauii AH),
a Takox imiomaTryHuii AH (ta6:. 2). Yepes te 110 marodiziosorist
i mikyBaHHs pizHux popm CAH Binpisusiorbes Big CAH-1/2,
BaXXJIMBO BCTAHOBUTH IpaBWibHUIA giarHo3. Chorogni CAH-nCl1-
INH moxHa niarHocTyBaTH JIviiie 3a JOITOMOTO0 T€HETUYHOTO
aHami3y. Tak, cydacHi peKoMeHaallil perIaMeHTyIOTh Talli€H-
TaM i3 HopMaabHUM piBHeM i pyHkuieto C1-INH npoBoautu
reHetnuHe TecTyBaHHs (Pexomenmaris 3), sixe oxorumioe CAH-
FXII, CAH-ANGPT1, CAH-PLG, CAHKNG1, CAH-MIOF
ta CAH-HS3ST6. [lonaTkosi MyTaliii, iMOBipHO, OyIyTh BUSIBIEHI
B Maii0yTHBOMY, i X TOTPiOHO BHECTH 10 TEHETUYHOI JiaTHOCTUKHU
CAH. Lls HacTaHOBa CIIpsIMOBaHa Ha Te, 11100 peKOMEH/I0BaHi
MiarHOCTUYHI MPOLeTypy, HATTPUKIIAa TeHETUIHE TeCTYBaHH,
BUKOPUCTOBYBAJIM TaM, JIe BOHU JOCTYITHI, i 100 iHIII BapiaHTH
OyJ/IM pO3IJISTHYTI TaM, Jie PEKOMEHIOBaHi ITPOLETyPH HEAOCTYIIHI.
CiMeiiHMi1 aHaMHEe3 € BaXJIMBUM iHCTPYMEHTOM Usl ineHTHDi-
kauii maiextiB 3i CAH-nC1-INH.

PekomeHpaauis 3
PekomMeHA0BaHO MaLieHTIB i3 Nigo3poto Ha CAH
i HOpManbHUM piBHEM i hyHKLielo C1-INH
OOCNIOXKYBaTV Ha HasBHICTb BILOMMX MyTaLin, Lo
nexatb B ocHoBi CAH-nC1-INH.

3rona 91%, PO D

B Komenmap pobouoi epynu: lenemuyne mecmyeanus Ha HASA8-
Hicmb sidomux mymauiil, wio aexcamo 6 ochosi CAH-nC1-INH,
6 Ykpaini docmynte auue Ha 6asi KomepyiliHux rabopamopiii
i3 HeoOXIOHiCMI0 HanpaeneHHs 3pasKie Kpoei 0 00CAi0NCeHHSs
3a KOpOoH.

HAH-C1-INH, 10670 petausnuiit AH yHacninok HaGyToro sie-
ditmry C1-INH, cnioctepirators pinie, Hixk CAH-1/2. CummromMu
ripu HAH-C1-INH naranytots cumnromu ipu CAH-1/2, a 6azo-
BU JiarHOCTMYHMI JlabopatopHuii podiib (pyHkiist C1-INH,
6inok C1-INH, C4) ne Binpisnserscs Bix CAH-1. BinminHOCTI
TTOJISITAIOTH Y TIOSIBI ITEPIIIMX IIPOSIBIB Y Mi3HIILIOMY Billi, IIEPBUHHIX
3aXBOPIOBAHHSIX, TAKUX SIK JiMpoma abo 100posiKiCHa MOHOKJIO-
HajibHa rammariatis (MGUS), Hepery/IsipHUX KOHCTUTYLIIOHAIbHUX
cumritoMax (B-cumnromu) i yacto 3HkeHoMy piBHi Clq.

Busnauenns piBas Clq ciix mpoBonuTH Mg yac oocTe-
xeHHd manienTiB Ha HAH-C1-INH, oco611Bo 11e cTOCYy€EThCS
oci0, ski MaroTh HoBMi1 emmizon AH micis 30 pokiB i 00TSKeHY
crnankoBicTe. [1pu CAH piBens Clq npakTUYHO 3aBXKAU JIH-
HIAETHCSI HOpMaIbHUM, Tofi siK ipu HAH-CI-INH y 75% na-
uieHTiB BiH 3HMkeHuii. PiBenb C1q npu HAH-C1-INH moxe
OyTH HOpMaJbHUM, 30KpEMa B MAlli€HTIB, SIKi TPUMAIOTh
a”abOomiuHi anaporeHu. barato mamienTis i3 HAH-C1-INH
MaloTh aBTOIMYHHI aHTHUTINIA, SIKi Ae3akTuBy0Th C1-INH.

IMawuienTtn 3i BctaHoBieHuM iAIID-AH MatoTh GyTu obcTe-
keHi Ha HasiBHicTh CAH-1/2, ocKinbku po3BUTOK emizonis AH
micyst moyatky JikyBaHHs iATTdD mMoke BKasyBaTu Ha HasiBHICTh
paniire 6escumnromHoro CAH.

Peuunusuuit AH, omocepenkoBaHMii MacTOLIMTaMU, Ya-
CTO aCOIlIOETbCS 3 IHTEeHCUBHUM CBEPOEXEM i BUCUTIAHHIMU
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B namieHTiB i3 XCK. ¥ nesxux mamienTtiB XCK He po3BUBaETHC,
i KJIiHiYHO Y HUX HasiBHMIA uiie AH. BaxnuBo takox 3a3Ha-
yntH, o XCK € mommypeHnM SIBUIIEM i MOXKe CITOCTEPiraTHCh
i B mauieHTiB i3 CAH.

TakuM YMHOM, T0sIBA YPTUKApPiil He 000B’13KOBO BUKJIIOUAE
niarno3 CAH, i HaBmaku, BiICyTHiCTb ypTUKApiil HE BUKITIOYAE
AH, onocepeiKoBaHUiT MaCTOIIUTAMMU.

HecenatusHi anturicramingi npenapatul (AI'TT) y cranmapr-
HHUX / BUIIMX 3a CTAaHAApPTHI J03aX, OKpeMO ab0 B KOMOiHaIIii
3 oMaJlizymaboMm abo iMyHOMOIYJIITOpaMu, TAKUMU SIK LIM-
KJIOCIIOpMH, MOXYTb 3amo0irtu po3BuTtky AH B mailieHTiB
i3 XCK. Ockinbku AH, onocepeakoBaHUii OMacUCTUMU KJTi-
TUHaMM, € HabaraTo nomupeHimuMm, HixX CAH-1/2, tepamist
3a notpedu AI'TI Ta, k1o HeoOXiMHO, anpeHaliHOM i KOpTHU-
KOCTepoiaMu ToKa3aHa, KOJIM AiarHo3 Ie He BCTAHOBJIEHO,
a aHaMHe3, 31a€Thbed, He BinnoBinae CAH.

JNlikysanng enisogie CAH «Ha BuMo2y»

Vpaxenns BJILL mpu CAH moxe nmpu3Bectn 1o acdikcii.
AOIOMiHATbHI HaMaau CYMpPOBOMXYIOThCSI iIHTEHCUBHUM 00-
JIbOBUM CHUHIPOMOM, i iX mepe0dir € TsokkuMm. Ilepudepuuni
HaOpsSIKU, HAIIPUKJIA Ti, 1110 3a4illal0Th KMCTi UM CTYIIHI, TIPHU-
3BOISATH [0 MOpyIileHHs QyHKIii. Yci ui Hacninku emizonis CAH
MOXHAa 3BECTU JI0 MiHIMyMY 3a JIOTTIOMOT0I0 JIIKYBaHHSI «Ha BU-
Mmory» (Pexomennartist 4).

PekomeHpaauis 4
PekomeHO0BaHO Npw BCix enizogax AH po3rnsgaTu
NiKyBaHHS «Ha BUMOTY»

3ropga 98%, P4 D

B Komenmap pobouoi epynu: I1io aikysanuam «Ha gumoey»
mpeba pozymimu aiKyeantsa 0yodv-axoeo Hanady AH, wo
pozsusaemocsa. [lpu ypaxcenni abo puszuxy ypaxcenus BAII
AIKYBAHHS «HA 8UMORY» € 0008 3K06UM (Pexomendayis 5).

PekomeHpauisa 5
PekoMeHA0BaHO NikyBaTh OyAb-aKu1iA enizon AH,
KM 3a4inae abo noTeHLinHo Bpaxae BALL

3roga 100%, P11 D

Panng teparmist enizonisB CAH xonuentpatom C1-INH, ekain-
JIaHTHAIOM a0o0 iKaTibaHTOM 3a0e3Ieuye Kpallly BillToBiOb Ha Ji-
KYBaHHSI, HiX OUTBIII IMi3HsI Teparis. BinmoBinHo, pekoMeHI0BaHO
nikysatu emizonu CAH sikomora paniie (Pekomenmatiis 6).

PekomeHpaLis 6
PekomeHzoBaHo enizoay CAH nikyBaTi SKoMora paHiLle

3ropa 100%, Pl B

B Komenmap po6ouoi epynu: Jlns camocmiiiHoeo 66e0eHHs
npenapamie C1-INH nayienmam 6axcarno npoiimu
cneyianbHe HABYAHHS.

PanHe BTpyYyaHHS acOLiIOEThCS 3 KOPOTIIMM TEPiogoM
3IJIaIKyBaHHS CUMIITOMIB i KOPOTIIIOIO 3aTraJbHOIO TPUBAJIICTIO
eMi30/iB He3aJIeXHO BiJl TSKKOCTI emizony. OCKiIbKY paHHS Te-
partist 3aCTOCOBYEThHCSI CaMOCTiitHO, yciM nawieHTiB i3 CAH-1/2
MOTPiOHO MPOBOAUTU HABYAHHSI JOMAIIHbOMY JIiKyBaHHIO
i caMOCTiifHOMY 3aCTOCYBaHHIO Teparlii. ¥ 0araTbox Nalli€eHTiB
3HAYHIN KiJTbKOCTI HamaliB MepeayloTh IPOAPOMAaIbHi CHUMII-
TOMH, a B JESIKMX 0Ci0 1Ie MOXe OyTH MOXKIIMBICTIO JTiKyBaHHSI
1o Hanany. Creundika nmpoapomiB m1oci HeBimoma, i 11e Moxe
MPU3BECTH 10 HAAMiPHOTO BUKOPUCTAHHSI Tepartii «<Ha BUMOTY».
VYci konnenTpatu C1-INH Ta ikaTibaHT JilieH30BaHi 11t camo-
CTifHOTO BUKOPHUCTAHHS, X04a MIPUIHAITI iHCTPYKIIii 10 3aCTO-
CYBaHHSI BiIpi3HSIIOTHCS B Pi3HUX YaCTUHAX CBITY.

Ipenaparamu nepiuoi giHii ast gikyBanHs Hananis CAH-1/2
€ ikaTiOaHT, ekataHTun i BHyTpilnHboBeHHMIT C1-INH (Peko-
MeHpauist 7). Skio npenapaTy Nepiioi JiHii HeNOCTYIHi, pe-
TapaToM JIpYToi JIiHii € 00’enHaHa ria3Ma, 00pobJieHa METOIOM
«PO3YMHHUK-IETepreHT» (solvent detergent-treated plasma — SDP).
SAxao SDP HemocTymHa, Tomi eMizoau IOTPiOHO JIIKYBaTH CBiXO-
3aMOPOKEHOIO TUIa3MOI0, SIKIIIO B HAsIBHOCTI € Oe3MeYHa MapTisl.
Mu He peKOMeHIyeEMO BUKOPUCTOBYBATA aHTU(DiOPMHOMITUKI
(HampuKJIaz, TpaHEKCaMOBY KHMCJIOTY) Y1 aHIPOTeH! (HAIPUKJIIaj,
JaHa3o:) st TikyBaHHs enizoniB CAH «Ha BUMOTY», OCKIIBKY 11i
npenapary € Hee(eKTUBHUMHU a00 Masioe(heKTUBHUMU.

Tepanis «Ha BUMory» koHueHnTpatom C1-INH

Tepamnis iazmMmoBUM ab60 peKOMOIHAHTHUM KOHILIEHTPAaTOM
C1-INH 3aminsie aediuutHuil/nucdyHKIioHaTbHUN 610K
y nauieHTiB i3 CAH-1/2. Ex3orennuit konuentpar C1-INH
Iie Ha Ti cami mineHi, mo i enporeHHuit C1-INH. Tepamnis
npu3BoauTh a0 migBuineHHs piBHa C1-INH y mra3mi kpoBi
i 3a0e3meduye Kpally peryJssiiilo BCiX KaCKagHUX CUCTEM, IO
0epyTh Yy4acThb Y BUPOOHUIITBI OpaauKiHiHY I Yyac emi3omiB
xBopobu. OnHa onuuuls KoHueHTpaTy C1-INH BianoBinae
cepenHiii kinbkocti C1-INH, sika mictuthest B 1 MJ1 HOpMaJTbHOI
mra3Mu. [l TiKyBaHHS «Ha BUMOTY» ¢(DEKTUBHUM € JIMIIIE
BHyTpimmHboBeHHE BBeneHHsI C1-INH.

Konnentpar CI-INH (pdC1-INH) otpumytoTs i3 mazmu
nuisixoM cenapattii C1-INH i3 kpio306inHeHoi mia3mMu JTIoaIuHu
METOIOM afCcOpOLIil i MPeLMITITALLl, OUMIIEHHS, ITACTePU3allii i Bi-
pycHoi ¢insrparii. Huni € nBa konnientparu pdC1-INH ms iky-
BaHHs1 CAH-1/2 «Ha Bumory» — Berinert (CSL Behring) i Cinryze
(Takeda). [TpuitHsTI iHCTPYKIii 10 3aCTOCYBaHHS BiIPi3HSIOThCS
B pi3HMX yacTuHax cBity. CepeHiit repio HariBpo3namy mia3Mu
st pdC1-INH nosimii 3a 30 ronuH. [lani sitepatypu minTsep-
IDKYIOTH Oe3reKy i mepeHocuMicTh ycix HassBHuX pdC1-INH, Tomi
SIK IaHi TIPO PO3BUTOK MOOIYHMX peakliliii HeuuCleHHi. Pusuk
aJlepriyHoi peakuii ayxe He3HauHMii. 3acrocyBaHHs pdC1-INH
HE acolIiloeThCs 3 epenayeto renatuty B uu C, a Takox BipyciB
iMyHOIE(DIITUTY JTIOTMHM.

Pexomb6inantHuit C1-INH Ruconest (Pharming) — enuHmii
HasgBHu# pekoMmoiHaHTHMIA C1-INH momunau (thC1INH). Cno-
ci0 mii, imeHtnyHuit 1o takoi pdC1-INH. RhC1INH, nokaza-
HMIA 1U1s1 JTiKyBaHHSI «Ha BUMory» Bcix tuniB CAH y nopocnux
i miteit (>2 poku). Mloro oTpuMyIOTh i3 MOJIOKA TPAHCTEHHUX
KPOJIMKIB 3a IOIIOMOTO0I0 3-eTarHoi IpOoIleaypy OYUIICHHSI:
KaTiOHOOOMIHHOI xpoMmaTorpadii, aHiOHOOOMIHHOI XpoMaTO-
rpadii Ta adpinHOi xpoMaTorpadii. Cxoxe, 110 AudepeHITiaIbHe
riIiko3mnoBaHH Ruconest BimTHOCHO Oifika JIOAMHU 3MEHIIIY€E
repio HariBBUBEAEHHS 3 TUIa3MU MPUOIU3HO 10 3 ToauH. [laHi
po 6e3MeKy KOHTPOJIbOBAHUX i HEKOHTPOJIBOBAHUX JOCITIXEHb
rhC1-INH migTBepmxyoTh cipusiTivBuil Tpodinb 6e3mneku.
ITepenaua BipyciB JIOAMHI HE CITPUYMHSIE 3aHETIOKOEHHS.

Tepanist «<Ha BUMOry» iHri6iTOPOM KaAikpeiHy
€KaAAAHTUAOM

[HribiTop Kanikpeiny ekanantun (Kalbitor, Takeda) niteH-
3oBaHuit Titbku B CLLIA 1151 JTiKyBaHHSI «<Ha BUMOTY» BCiX THITiB
enizoniB CAH-1/2 y mauientiB Bikom >12 pokiB. [IpurHiueHHst
AKTUBHOCTI KaJIiIKpeiHy iHTi0y€e pO3IIEIUIEHHSI BUCOKOMOJIEKY-
JIIPHOTO KiHIHOTeHY 0 OpaauKiHiHY, a TaKOX HACTYIIHY aKTH-
Bauito FXIla, mpurHiyyroun MexaHi3M MO3UTUBHOTO 3BOPOTHOIO
3B’513KY, 110 MPU3BOJMTD [0 IOATKOBOTO BUPOOIEHHSI Kaslikpe-
iny. EkannanTug — peKoMOiHAaHTHUI OLTOK, SIKUI CKJIaTa€EThCS
3 60 aMiHOKHCIIOT, BUPOOJISIETHCS IIISIXOM eKCIIPecii Y Apixkmkax
Pichia pastoris i Ma€ Tiepion HaTiBBUBEAECHHS 3 IIa3MU 2 TOMUHU.
KirouoBoro npodieMoro 6e3reky eKaUIaHTULY € TOi (hakT, 1110
npernapaT 34aTeH CIPUYMHIOBATU CEPIO3HI peaKllil TinepyuyT-
JIMBOCTi, Y TOMY 4YuCJi aHadinakcito, siky 0yyno 3adikcoBaHO
B 3-4% nauientiB. CaMe TOMy Tepartito IIMM TIpernapaToM peKo-
MEHIOBaHO 3[iiCHIOBATH ITiJl CYBOPYM HAIJISIIOM JIiKapsi, 3 HasiB-
HICTIO BilITOBiTHUX 3acO0IB 115 JTiKyBaHHS aHadiTaKcii.

Tepanis «Ha BUMOry» aHTaroHiCToM pelentopa
OpaAMKiHiHY

Tepanisi «<Ha BUMOTY» aHTArOHiCTOM pelenTopa Opamukininy B2
ikaribanTOM. BpanuKiHiH 3B’SI3y€ThCS 3 pelIeNTOPOM OpanuKiHiHY
B2 i ctumymioe 1010, TMM caMUM OITIOCEPEIKOBYE Ba30AMIIATALIIIO
i MiIBUILIEHY IPOHMKHICTD KariisipiB. IkaridanT (Firazyr, Takeda),
CUHTETUYHUI MTENTU, IKU MicTUTD 10 aMiHOKHCIIOT, SIBJISIE CO-
6010 crieGiyHMIi CeNEeKTUBHUI KOHKYPEHTHUIA aHTarOHICT pe-
1enropa 6panukiHiHy B2, sikuit 3amobirae 3B’s13yBaHHIO OpaivKi-
HiHy 3 iioro petienTopoM. IkaTibaHT nokazaHuii IU1st CAaMOCTIifHOTO
3aCTOCYBaHHS IIPY JIIKYBaHHI «Ha BUMOTY» Tipu Beix Turmax CAH
y nopociux i miteit. [1epion HamiBBUBeNEHHS iKaTiOaAHTY 3 IIa3MU
cTaHoBUTS 1-2 romunu. binbiicts Hananis CAH ycyBaeThbes 3a 10-
MoMOrolo ofiHi€ iH’ex11ii npenapaty. be3neka i nepeHOCUMICThb
ikaTibaHTy XOpollli, Xoua iHKOJIM PO3BUBAETHCS MEPEXiTHA PeaKLis
B MiClli iH’€eKi11il (epuTeMa, narysa, CBepOiK i BiT4yTTsI MeUiHHS).
TloBimoMiteHb TIpo ayiepriuHi peaxilili He HaaXOIUIIO.

PekomeHpauisa 7
PekomeHao0BaHo nikyBatu enizoam CAH-C1-INH
eKanaHTMaoM abo ikatibaHTOM

3rona 96%, PO A

B Komenmap pobouoi epynu: Cmanom na 01.10.2022
JI3 3a MincHapoOHUMU HenameHmo8aHuMu Ha36amu
exanrranmuo ma ikamioanm 6 Ykpaiui He 3apeecmposati.

Kniniunuit nepe6ir enizonis CAH e HerporHo3oBanuM. Ha-
SIBHI IaHi cBim4aTh, 110 AH ropraHi Moxe IpU3BECTH 10 CMEPTI
MalieHTa, TOMy IIpY MEHEIKMEHTI IMalli€HTIB 1€l TPy HE0O0-
XimHo OyTH BKpait obepexHuMu. CydacHi peKoMeHallii peria-
MEHTYIOTb PO3IJIsIAaTH HaOpsik TopTaHi B pa3i CAH sk HeBin-
KJIaaHMit ctaH. KapauHanibHO BaXXJIMBUM € IIBUKE JTIKYBaHHS
CAH 3a 101omMoro HeBiIK/IaaHOi MeAMKaMEHTO3HOI Tepartii;
KpiM TOTO, TTOTPiOHO IMATOTYBAaTHCS OO0 HEBIIKJIATHUX IIPOIIE-
Iyp, Y TOMY YMCJIi 10 BigHOBIeHHs mpoxigHocti B, sximo
PO3BUBATUMEThCS IUXaJlbHa HEMOCTATHICTh. Y pasi Imporpecy-
BasibHOTO HabpsKy B/ILL pekoMeHnoBaHO po3risiaaTu iHTyOa-
1Iio 200 XipypriyHe BTpyJaHHS Il HA pAHHBOMY e€Talli MeETUIHOI
nonomoru (Pekomennariis 8).

PekomeHpauisa 8
PekoMEeHA,0BaHO NPW NPOrpecyBaibHOMY HabPsKY
BALLl Ha paHHbOMY eTari po3rnsaaTv iHTybaLlilo abo
XipypriyHe BTpy4aHHs

3roga 100%, PO D

ANEProjorisa

KNIHIYHI PEKOMEHAALI

3ab6e3neyeHHs naujieHTiB i3 CAH Aikapcbkumu
3aco6amu «<Ha BUMOTY»

CAH € nHenepenbauyBaHuM, i Oymb-sIKa aTaka MOXe CYIIPO-
BOIXKyBaTHCSI HACTYITHOIO KOPOTKOIO IOCIiIOBHICTIO. PekoMeH-
JO0BaHO, 11100 yci nauieHTy i3 CAH Manu 3mory orpumyBaTu JI3
B KiJIBKOCTi, TOCTaTHIi JJ1s1 JIiKyBaHHSI IPUHAKMHI BOX HallaiB
(Pexomenpartis 9). Takox BaXJIMBO BpaxoByBaTH, 1110 MALliEHTH
3 yactumi enizogamu CAH notpe0yroTs 6ibioi KibkocTi JI3.

PekomeHpauisa 9
PexomMeHZ,0BaHO BCiM NaLlieHTamM MaTu J13 B Kinb-
KOCTI, BOCTaTHIM Ans NiKyBaHHA NPUHAMMHI ABOX
Harnagis CAH, a Takox 3aBX/AM MaTu ik npu cobi

3roga 100%, PO D

KopomkocmpoKosi npofiinakmuyni 3axogu

JlikyBanns nauientis i3 CAH, cnpsimoBaHe Ha MiHiMi3allito
PU3UKY PO3BUTKY HaMaIiB, iHIyKOBaHUX MEBHUMM CUTYALIiSIMU,
Ha3UBAETHCSI KOPOTKOCTPOKOBOIO MPOGiIaKTUKOIO, SIKY iHOMII
TaKOX Ha3WBaIOTh CUTYaTUBHOIO.

Bimomo, 1110 XipypriuHi, CTOMaTOJIOTiYHI Ta iHIIi BTPYYaHHS,
MOB’sI3aHi 3 MeXaHiYHUM BILIMBOM Ha BepxHi Bimminu IIIKT
i B (Hanpuknan, eHaoTpaxeaibHa iHTYOAallisi, 6POHXOCKO-
st Y1 e30(haroracTpoayoIeHOCKOIIis), MOXYTh CIIPOBOKYBATH
po3BuToK AH mo6nusy minsgHku BrpyyaHHs. AH, nos’s3anuit
i3 TaKMMU MpoLEeNypamMu, 3a3BUYail PO3BUBAETHCS MPOTITOM
nepmux 48 romuH. Tak, Mmiciisg eKcTpakiii 3y6a B OLIbII HixX
TPETUHU Malli€EHTIB 6€3 MPOBeIeHHS IEPeaPOoLIe ypPHOL Ipo-
dinakTHKK MOXe po3BuBaTUCS JoKaTbHMA AH, 50% HaOpsiKiB
HacTatoTh y nepii 10 rox, a 75% — y nepiui 24 rogunu. Ile-
peanpoleaypHa npodisakTika 3MEeHIIYEe pU3uK po3BuTky AH
TTiCJIst 3ralaHKX BUILIIE BTPYYaHb. ToMy MU PEKOMEHIYEMO 3aCTO-
CYBaHHS KOPOTKOCTPOKOBMX MPOQIIAKTUKTUIHUX 3aXO/IiB TIe-
pen OyIb-sIKMMY BTpyYaHHSIMU a00 MOIisIMU, SIKi aCOLIiI0I0THCS
3 migBUILEHUM pu3uKoM po3BUTKY AH (Pexomennaitis 10).

PekomeHpauia 10
PekoMeHA0BaHO PO3MIAHYTM KOPOTKOCTPOKOBY
NPOodINakTVKy nepes MeANYHUMU, XipypPriYHUMUY
abo CTOMaToNori4HUMM NPOLEAYPaMM, a Takox
IHLIMW MOGISMM, FKi MOXYTb CMPUYUHUTLA AH

3roga 94%, PO C

PexomenmoBano BukopuctoByBatu pdC1-INH sk mpemapat
MepILIOi JIiHii U1 KOpOTKOCTPOKOBOI IpoditakTuku (PekoMeH-
nauist 11), xoua 10Ka3iB CTOCOBHO HOro e(heKTUBHOCTI HEAOCTAT-
Hb0. 3BiTH PO BUMAJKM Ta Cepii CBimYaTh mpo e, 1o AH Moxe
BUHMKHYTH HaBiTh MicJIs BiTHOCHO HE3HAYHMX IMPOLIENYD, He-
3Baxalouy Ha nmpodinakTuky. I[IpoTe KilbKa 3BiTiB JOKYMEHTY-
10Tb 3HMXKeHHs yacTotd AH SIK y mopociux, Tak i B miTeil y pasi
BHyTpilHboBeHHOTOo BBeAeHHs pdC1-INH 3 meTolo nepenmnpo-
LeTypHOi podiIaKTUKY, i BiITOBIb, 3MA€THCS, 3aJI€XKUTh Bil
no3u. Tomy nepenmnpouenypHa npodilakTuka 3a 10MOMOT0I0
BHyTpilmHb0BeHHOTro KoHIeHTpaTy pdC1-INH pekomeHnoBaHa
IUTSI BCIX MEAMYHUX, XipypridHMX i CTOMATOJIOTIYHMX IIPOLIEIYD,
OB’ I3aHUX i3 OyAb-SIKMM MeXaHiYHUM BIUIMBOM Ha BepXHi Bil-
I TpaBHOTO TpakTy. BHyTpiliHboBeHHMIT KoHLIeHTpaT pdCl1-
INH cnin BukopucToByBatu Ajsi epeanpoleaypHoi npodi-
JIAKTUKM SIKOMOTa OJIMXKYe 10 TMoYaTKy mnpoieaypu. [HeTpykitii
3 BUKOPUCTAHHS Tpenapary MOXYTb BiIpi3HITHUCS B Pi3HUX
Kpainax. binbmricts ¢axiBuiB 3actocoByiots pdC1- INH y mo3i
1000 Om a6o 20 On/xKr.

Jlesii HeloaBHi JaHi CBiTYaTh PO MepeBark KOPOTKOCTPO-
koBoi npodinakruku thC1-INH, ockiibku BoHa 3HMXKYE yac-
toty HanafaiB CAH micnst mpouenypu mopiBHSIHO 3 KOHTPOJIb-
HUMMU TIpoleypamMu 0e3 mpodinaktuku. Lle MoxxHa po3risiHyTH,
skino BHyTpitmmHboBeHHUM pdC1-INH HenocTymHmii.

PekomeHpauia 11
PekoMeHa0BaHO BMKopucToByBaTth pdC1-INH
fIK Mpenapar NepLUoi NiHii 4% KOPOTKOCTPOKOBOI
npodinakTnKm

3roga 91%, PO C

CBixX03aMOpoOXeHa Mjia3Ma MOXe 3aCTOCOBYBATHCS ISl KO-
POTKOCTPOKOBOI MpOoGiTaKTUKU, ajie BOHA HEe HACTiIbKU 0e3-
neyHa, K KoHueHTpar pdC1-INH, i € 3acobom apyroi miHii
qepe3 OLTBIINI PU3KK TIepenadi TeMOKOHTAKTHHUX 3aXBOPIOBAHb
i ajoceHcuOimi3alii. ATeHylioBaHi aHIPOreH! (HaIpuKiIam, aa-
Ha30J1) B MMHYJIOMY PEKOMEHIYBaIUCS IS IepeanpoLe ypHol
Mpo(diakTUKK SIK allbTepHATHBHMIA TIperapar KOHLIEHTpaTam
pdC1-INH170, npore Ha cyyacHomy etari pdC1-INH e mpemna-
patamu BuOopy. YacTi KopoTKi KypcH aTeHyOBaHUX aHIPOTEHIB
MOXYTb IIPU3BECTU IO PO3BUTKY MOOIYHUX e(PEKTiB, acoIiiio-
BaHMX i3 TPUBAJIMM 3aCTOCYBaHHIM. [IJ1s1 TIaHOBOI Mepeanpo-
LeaypHoi MpodiJaKTUKX aHIPOIeHU 3aCTOCOBYIOTh IIPOTSTOM
5 nHiB 10 i 2-3 MHi micast BTpyYaHHsI.

IIponos:xkenns na crop. 6.




ANEPronorisa

KMIHIYHI PEKOMEHOAULII

Kniiuna Hacmanosa, 3acHOBAHA HA [oKasax
«GnagkoBuii anzionepomuyHLil HabpaK»

IIponosxkenns. Ilouarok Ha cTop. 3.

Panime s nepearpoiienypHoi npodiakTUKY 3aCTOCOBYBAU
TpaHEKCAMOBY KHUCJIOTY, ajie OUIBIIICTh eKCIePTiB pOOOYO0I TPy
ii He peKkoMeHIy10Th. HaBiTh 3a yMOBM 3aCTOCYBaHHSI BCiX MOX-
JIMBUX TIePeANpOLIENyPHIX MPOMiTaKTUYHUX 3aX0/iB «IIPOPUBHI»
Harajay Bce OMHO MOXYTh HACTaBaTH, TOMY MALIiEHTU MalOTh Te-
peOyBaTH il CIIOCTePEXKEHHSIM, a JIIKyBaHHST «Ha BUMOTY» Ma€
OyTH TOCTYITHVIM.

Mox1BO, y TALIIEHTIB i3 ITOBHOIO BiIIOBIIIIO HAa €(DEKTUBHY
JIOBTOCTPOKOBY MPOGMIIAKTHKY, HAITPUKIIA MiALIKipHE BBEACHHS
CI1-INH, nananenyma0y abo 6epoTpajicrary, KOpOTKOCTPOKOBY
npodiNakTUKY CJIii MpoBOAUTH iHaKie. Hapa3i He MoxHa natu
SKOJHUX PEKOMEHMALIii 100 I[bOTO, OCKIJIbKM OpaKye TaHMX.
Mu 320X0UyeEMO JOCITIKEeHHS Ta 3BiTH TIPO HEOOXiTHICTh KOPOT-
KOCTPOKOBOI IMPO(iIAKTUKY B MALIEHTIB, SIKi IIPOXOIATH JOBIO-
CTPOKOBY ITPO(DITaKTHKY.

Ha nomarok 10 MemuYHUX BTpy4YaHb Y HAIliEHTIB MOXE PO3-
BUHYTHUCH crieundivHuit AH, acoliiiioBaHuit i3 TEBHUMU XUT-
TEBUMM CUTYallisIMU, HAITPUKJIAJ PO3BUTOK HAOPSIKY MOXYTb
CIIPOBOKYBAaTH eMOlliliHi cTpecu. Ha choromHi BiacyTHi KOHTp-
0JIbOBaHI KIIiHIYHI JOCIiIKeHHS, PEeTPOCIIEKTUBHI OIJISIAN 1
OIIUTYBaHHSI CTOCOBHO crienrdivyHoro AH.

Sk 61 TaM He OyJ10, OMIOHMIA MiaXil 10 KOPOTKOCTPOKOBOI
MpodiTaKTUKM Ma€ PO3IJISIAATUCS B pasi, KOJIM MALliEHT MOTpa-
TUISIE B CUTYallil (TpUrepu), 30aTHi MiABUIIMTHA B HHOTO PUUK
po3Butky AH (Pexomenmaris 12).

PekomeHpaLis 12
[MPONOHYEMO PO3MIAHYTM MUTAHHS LLLOAO AOLINIBHOCTI
KOPOTKOCTPOKOBOI MPOodhinakTmki neped TUM, K na-
LEHT CTUKHETLCA 3i CneundiYHUMK CUTyaUigMK, LWo
3[aTHi CMPOBOKYBAaTK PO3BUTOK AH

3ropa 90%, P D

JloBzocmpokosa npodiinakmuka (LTP)

KitouoBa Meta noBrocrpokoBoi npodinakruku npu CAH mo-
JISITA€ B JOCATHEHHI TTIOBHOTO KOHTPOJTIO 3aXBOPIOBAHHS i HOP-
MaJizanii sKocTi x)kuTTd nanieHTiB (Pekomennaist 13). Hapasi
LILOTO MOKHA TOCSATTH JIMIIE 32 TOTTOMOTOIO IOBTOCTPOKOBOTO
NMpodiTaKTUYHOTO JiKyBaHHS, SIKE TAKOX HA3UBaIOTh JOBro-
cTpokoBolo npodinakrukolo (long term prophylaxis — LTP).
BoHa rosnsirae B peryssipHOMY 3acTocyBaHHi JI3, 1110 3MEHITYIOTh
TSrap 3aXBOPIOBAHHS, 3a1100iraloun po3BUTKY emizonis AH.

PekomeHpauis 13
PekomeH[0BaHO, OO MeTolo NikyBaHHS Byno
LLOCArHEHHS MOBHOMO KOHTPOJSO 3aXBOPIOBAHHS
I HopMani3aL,isi AKOCTI XXUTTA NaLIEHTIB

3roga 100%, PO D

IToBHMIT KOHTPOJIb Ha XBOpoOoIo st mauieHTiB i3 CAH
03HAyae BiICYTHIiCTb HaMa/iB. 3a OCTAHHi POKH 3’SIBUJIOCS KiJlbKa
HoBux LTP-MmeToniB likyBaHHs, SIKi 3HAUHO 3MEHILYIOTh YaCTOTY
HaItafiB, i 0araTo maimi€HTiB JOCATAIOTh IIOBHOI BimmoBimi. OK-
piM TOCATHEHHSI TOBHOTO KOHTPOJTIO 3aXBOPIOBAHHS JIiIKyBaHHSI
LTP mae Oytu cripsiMoBaHe Ha HOpMaJliallilo XKUTTS Talli€eHTa.
BruiuB CAH Ha sIKicTh XXMTTSI, TIOB’I3aHy 3i 310pOB’IM, 100pe
3aI0KYMEHTOBAHUH, SIK i 3MEHILIEHHSI TIOTiPIIEHHST IKOCTi XXUTTS
3a JIOTIOMOTOI0 CyJacHMX BapiaHTiB JlikyBaHHs1. HasiBHiCTB cyyac-
HUX TIPOGiIaKTUYHUX METOIIB JIiKyBaHHSI, IEPCOHATI30BAHOTO
JIIKYyBaHHSI 3aXBOPIOBaHHS Ta iHCTPYMEHTIB [UISI BUMipIOBaHHS
1Ooro pe3y/isTaTy o3Hauae, 1o moBHuii KoHTpoab CAH 3apas €
peabHOI0 MOXKIIMBICTIO I OaraThOX Malli€HTIB.

LTP mae ninbupatich iHAUBIAyaIbHO i pO3IISIIATUCS UTST BCiX
nanieHTiB i3 CAH-1/2 3 ypaxyBaHHSM aKTUBHOCTi 3aXBOpIO-
BaHHSI, SKOCTi XUTTS TMAalli€HTa, JOCTYITHOCTI MEANYHOI TOIO0-
MOTH, @ TAKOX HEMOXJIMBOCTI IOCSITTU aIeKBATHOTO KOHTPOJTIO
3aXBOPIOBaHHSI 3a HAJIEXHOI Tepallii («Ha BUMory»). Came ToMy
MU peKoMeHayeMo ouiHtoBaty nauieHTiB i3 CAH mono LTP min
4yac KOXHOTO OIJIsSIly, BU3HAYATH aKTUBHICTb 3aXBOPIOBaHHSI,
HaBaHTaXXEHHS, KOHTPOJIb, a TAKOX IMepeBaru Ajs maiieHTa
(Pexomennariis 14).

PekomeHpaauis 14
PekoMeH[0BaHO BCIM MaLlieHTaM Mif, 4ac KOXHOro
ornagy NPOBOAMTU OLHKY Ha npeameT LTP 3 ypaxy-
BaHHAM aKTUBHOCTI 3aXBOPIOBAHHS, HaBaHTAXEHHS
i KOHTPONIO, @ TakoX NobaxaHb NavLjieHTa

3rona 96%, PO D
OckibKM BCi 11i (hakTOpu MOXYTb i3 YACOM 3MiHIOBATHUCS,
yciX MaIlieHTIiB CJTiA oliHoBaTH Ha npeaMeT LTP min yac kox-

HOTO OrJIsify, MiHiMyM pa3 Ha pik. Mertoto TP € nocsirHeHHs
IOBHOTO KOHTPOJIIO 3aXBOPIOBAHHS 3i CIIp0o00I0 MiHiMi3yBaTh
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HaBaHTaXeHHs i mobiuHi edexru. Yemimna LTP nmorpedye Buco-
KOI IPUXIIBHOCTI, TOMY IIOTPiOHO OpaTy o0 yBaru mobaxkaHHsI
nauieHTa. Ile morpedye BiAmoBimHOIro Ta BCEOIYHOTO CILIKY-
BaHHSI JIiKapsl 3 Mali€HTOM i BUALICHHS JJIs1 IIbOTO Yacy.

[Tauienris, o orpumytots LTP, moTpiGHO perymsipHo oruisi-
JIaTH Ha TIpeaMeT e()eKTUBHOCTI I Oe3MeKH JIiKyBaHHS, a 103Y-
BaHHS i/ab0 iHTepBaJ Teparlii Mae KOPUTYBATHCS BillTOBiIHO
1o xiiHigHOi peakuii. Haopsax B Ta iHmmi emi3ony MOXyTh
HacTaBaTu, He3Baxatouu Ha npoBeneHHs LTP. Tomy B ycix maiti-
€HTIB, sKi oTpuMY10Th LT P, MatoTh TakoxX OyTH mpernapaTu ajist
JlikyBaHHSI «Ha BUMory» (KoHueHtpat C1-INH, exannantun abo
ikaribaHT) 3rigHo 3 PexomeHnatieto 7.

LTP i3 3actocyBanusim C1INH, otpumanoro
3 naa3mu

Otpumanuii i3 mnazmu C1-INH cborosHi € rpenaparom rep-
woi JiiHii ast LTP, pekoMeHn0BaHwii 1151 3an00iraHHs pO3BUTKY
emnizoniB CAH (Pexomennauist 15). [TpuiiHsari iHcTpykiiii no 3a-
CTOCYBaHHS BiIpi3HAIOTHCS B Pi3HMX YaCTUHAX CBITY. BBeneHHs
1103 Tpeba 3MiliCHIOBAaTH IBidi Ha TYDKIEHb HAa OCHOBI IIepiomy Ha-
niBposnany pdC1INH. lo3yBaHHS i/ab60 yacToTa MOXYTb IOTpE-
OyBaTu KOpeKllii AJ1s1 JOCATHEHHS ONITUMAaJIbHOI €(PeKTUBHOCTI.

HenasHi nociifakeHHs MOKa3yIoTh, IO MiAIIKipHE BBEACHHS
pdCI1-INH npivi Ha TikmeHb y 1031 60 On Ha 1 Kr Macu Tina
3a0e3MeymnIo ayxe Xopollli 10303anexXHi mpodinakTuyHi epexTn
mono BuHukHeHHS HananiB CAH. [TimmkipHuii IIsX BBEIEHHS
MOXe OYTH 3pYYHIlIMM, a TAKOX IiATPUMYBATH ITOKpaIIeHy
piBHOBaxHY KoH1eHTpallito C1-INH y mia3mi KpoBi MOpiBHSIHO
3 LTP i3 BHyTpitHb0BeHHUM BBefieHHsIM C1-INH, 110 nae mox-
JIUBICTh Kpallle KOHTPOJIIOBATH CUMIITOMM.

PekomeHpaLis 15
PekomMeHgoBaHo BMKkopucrosyBaTty pdC1-INH
fIK Npenapat nepLuoi nixii gnga LTP

3rona 87%, P A

B Komenmap pobouoi epynu: B Yipaini eakyunayis npomu ce-
namumy B enecena do HayionanvHoeo kasendaps ujeniems.
Bakyunayito npomu eenamumy A npononyemo poseasdoamu
K «peKomeHdosany» 3ei0no 3 Hauionanvnum kanendapem
ujennend.

3aragoM MoTpiOHO PO3IJISTHYTH MOKIIMBICTD BillTIOBITHOI BaK-
LIMHALIl IpoTU renaTuty A i B mj1s naiieHTiB, sKi perynspHo/
MOBTOPHO BBOIATH IIpenapaTy, OTPUMaHi 3 IJIa3MU KPOBi JI10-
nuHu, 30kpema C1-INH. Bysio nokasaHo, 1110 pyTMHHA TTpo-
¢dimaxrrka 3a gomomororw pdC1-INH € 6e3neunoro it epex-
TUBHOI0, BOHA TMOJIIIIIYE AKICTb XUTTS TALIIEHTIB i3 BiTHOCHO
yactuMu Harmagamu CAH mopiBHSIHO 3 TOCTpUM JIiIKyBaHHSIM
okpemux HananiB CAH.

TpomM0boeMOo0JTiuHi SIBUIlIA BHACIIIOK 3aCTOCYBAaHHSI KOH-
ueHtpaty C1-INH npu CAH Tpannsiorscs pinko, i mauieHTH,
B SIKUX BUHUKAIOTh TaKi sIBUIIIA, YaCTO MalOTh OCHOBHI (hakTopu
PU3UKY TpoMOoeMOoJTii (HanmprKiIa, iMIJIAaHTOBaHI LIEHTPaJIbHI
BeHO3Hi Karetepu). Hemae Bimomux B3aemogmiit 3 iHmmmu JI3.
Taxiinakcist 3maeTbcs PioKiCHOO: JIMIIE OAHE MOBIIOMICHHS
Mpo 30iIbIIEHHS 103, HEOOXiMHMX ISl 3aI100iraHHs PO3BUTKY
Hanafis, koau koHueHTpat C1-INH peryasipHO BUKOPUCTOBY-
€ThCS TS TPOPITaKTUKH.

LTP i3 3acTocyBaHHAM AQHAAEAYMaADY

JlaHagenymab — MOHOKJIOHAJIbHE aHTUTLNIO, iHTiOITOp TKa-
HUHHOTO KaJlikpeiHy, peKOMEHIOBAHU /ISl MiIIKIPHUX iH’€K-
uiit. Jlanagenymab BU3HAHWIA OJHMM i3 Kpallux MpenaparTiB
st LTP, mokazanuit g npodinakruku emizonis CAH vepes
iioro BUCOKY edekTuBHicTh (Pekomenmalist 16). PekoMeH-
IOBaHAa M03a JlaHaneaymMaly 3a3Buyail cTaHOBUTH 110 300 Mr
KOXHi 2 THK, OTHAK MOXHA PO3IJIsaaTH i 4-TVKHEBUI iHTEp-
BaJl y pa3i, KOJU CTaH MallieHTa 100pe KOHTPOJIIOEThCS (Ha-
MPUKJIaJ, BiICYTHI eni30au HAOPSIKiB).

PekomeHpaLisa 16
PeKOMEeH10BaHO BUKOPWCTOBYBATU NaHafenymMab
fK Mpenapat nepLuoi nixii ana LTP 29

3ropa 89%, PO A

B Komenmap pobouoi epynu: Cmanom na 01.10.2022 J13
3a MINCHAPOOHOH HeNAMEHMOBAHOI0 HA38010 NAAHA0EAYMAO
6 Ykpaini ne 3apeeccmposaHo.

LTP i3 3acTtocyBaHHAM GepoTpaAcTary

Bepotpancrar — iHribiTOp KamikpeiHy, MexaHi3M il SIKoro
TOJISITAE Y 3B’3yBaHHI 3 KaJiKpeiHOM i MPUTHiIYEHHi HOTO
MPOTEOJITUIHOI aKTUBHOCTI. bepoTpacrar Bu3HaHUI OMHIM

i3 kpanmx npenapatis 111 LTP, 1m0 3amobirae po3BUTKY emi3omiB
CAH, a Takox € nepopaibHuM mnpenaparom (Pekomennaiis
17). 3a3Bryaii 6epoTpajicTar mpru3HavaoTh y 103i 150 Mr nepo-
paJIbHO M Yac iy, 3 MOXJIMBUM TUTPYBaHHIM 1031 10 110 Mr
32 HassBHOCTI II€YiHKOBOI HEIOCTaTHOCTI, 3aCTOCYBaHHs P-riii-
KomnpoTeiHy abo iHriditopiB BCRP (6i0k pe3sucTeHTHOCTI
PaKy MOJIOYHOI 3aJI031; MiXKJTIiKapchbKa B3aEMOIisI) a00 SIKIIO
naiieHTy BimuyBaoTh cumntomu 3 6oky KT (Hanpukian,
abmomiHanbpHUIA Oinb, OMIOBaHHS, Hiapes) mpu mo3i 150 mr
BepotpancraT Burisgae 6e3neyHuM, MPUIOMY HaATIOIIMPEHi-
MMM TOOIYHUMU ePeKTaMU € IUTYHKOBO-KMIIKOBI peakilii,
SK-OT OiJIb Y XXMBOTIi, OJIOBAaHHS Ta Aiapesi, SIKi yacTille cro-
cTepirany B MallieHTiB, AKi orpumyBaiu 150 mMr npotu 110 mr
a6o rutaue6o. Li peaxiii 3a3Buvaii BAHMKAIN OIpa3y Micsl o-
YyaTKy JiKyBaHHS O€pOTPaJICTaTOM, 3 YACOM CTAaBaIM PidIIUMU
i, SIK MpaBUJIO, 3HUKAJI CAMOCTIITHO.

PekomeHpauisa 17
PekoMeH[,0BaHO BUKOPUCTOBYBaTW DepoTpancrat
K Npenapat nepLuoi nixii gna LTP

3ropa 81%, PO A

B Komenmap pobouoi epynu: Cmarnom wna 01.10.2022 JI3
3a MiJICHAPOOHOK HeNnameHMOBAHOI HA3680k0 bepompaicmam
6 Ykpaini ne 3apeccmpoeato.

3arajoM peKOMeHaallii perjiaMeHTYIOTh 3aCTOCYBaHHS
OyIb-SIKOro 3 TPhOX IepeslideHUX IpernapaTiB mepuioi JiHii
(pdC1-INH, nananenymab a6o GeporpajcraT) sl TpUBa-
Jioro mpodigakTUYHOTO JikyBaHHS naiieHTiB i3 CAH-1/2.
SIK110 JOCTYITHUMU € BCi TpU MpernapaTy Nepiioi JiHii, Budip
Ma€ 3MiCHIOBATHCS IIISIXOM CITITBHOTO MPUAHATTS pillleHb
JliKap—Iallie€HT.

1ls1 HacTaHOBA 3a0X0YY€ NOCTIMXEHHS, IKi OPiBHIOIOTh
ebeKTUBHICTD i Oe3neKy npernapati nepuioi jiiHii LTP Ta inen-
TU(DiKyIOTh TPEAUKTOPH BifMOBiAi Ha JNikyBaHHs. Hapasi He-
JIOCTAaTHBO TOKA3iB, 1106 PEKOMEHIYBATU OIMH i3 IIUX TPHOX
BapiaHTiB JIIKyBaHHS K TaKW, 110 Ma€ IepeBary Hajl iHIIAMU.
SIK1110 XOo/IeH i3 TphOX peKOMEHIOBAHUX IpernapaTiB IepIIoro
psiny LTP HemocTynmHuit, 3ycuU/uisl MaloTh OyTH CHpPsIMOBaHi
Ha Te, 1100 11€ 3MiHUTH.

AnprepHatuBHi BapiaHTu LTP, 3a BincyTHOCTI BCix TpbhoX
npenapartiB nepuoro psany LTP, nmepen6adaioTs BUKOPUCTaHHS
BHYTpilIHbOBeHHOTO pekoMbiHanTHoro C1-INH He 3a mpu-
3HAYEHHSIM.

Baxnuso, 1o nikyBanHs LTP nepiioi iHii moTpiéHo po3-
MMOYMHATH BilMOBiAHO 10 cxBaneHHs ™. s naHanenymaly Ta,
nieBHo1o Mipoto, s C1-INH aganranuist no3u i/abo iHTepBany
JIIKYBaHHS TicJisl AOCSITHEHHS MIOBHOI BiMOBiAi MOXe 3MeH-
IIATH HaBaHTaXEHHS Ha JIiKyBaHHA. 3MiHM 1031 a00 iHTEep-
BaJIiB JIIKyBaHHSI MalOTh IPYHTYBaTUCS Ha TaHUX, OTPUMaHUX
3a JOIIOMOTIOIO OIIiIHKM Pe3yJbTaTiB, MPO SIKi MOBIAOMIISIOTH
nauieHTu. [ToraHuit KOHTPOJIb MA€ CIIOHYKATH 10 ONTUMi3a-
1ii JTiKyBaHHS, y TOMY YMCJIi 10 PO3IJISIAY TUTAHHS MPO 3aMiHY
npenapaty LTP nns niguieHHs e(eKTUBHOCTI.

B Komenmap pobouoi epynu: *Maemuca Ha yea3i cxeanenns
mepanii AIKYHYUM AIKapem CRiAbHO 3 NAYIEHMOM.

LTP i3 3acTocyBaHHSIM aHAPOT€HiB

ATeHyIOBaHi aHIPOTeH! TPAAMIIIIHO 3aCTOCOBYIOTH mist TP
CAH-1/2. Pe3ynbratu nonepeaHix A0CTiIKeHb MPOAEMOHCTPY-
BaJIy, 110 MOXiIHi aHAPOTEeHIB MPU MepOopaJIbHOMY IPUIOMI €
e(eKTUBHUMM 3ac0o0aMU MpodilaKTUKK pO3BUTKY emizoniB AH.
OpnHak 10 Tepallii i3 3aCTOCyBaHHSIM aHJPOTeHiB Tpeba BlaBa-
THCS IyXe 00epekHO, 0COOIMBO 3 OIISMY Ha IXHi HECTIPUSIT-
JIVBi aHAPOTEHHI i aHa0OMiYHi eheKTH, B3AEMOIIIO 3 IHIIUMU
JI3 i nporunokazanns. [1o6iuHi eexTy, acolilfoBaHi i3 3aCTO-
CYBaHHSIM aHIPOTEHIB, € YUCAEHHMMHU i 3a4ilaloTh OUIBIIICTh
TMalieHTIB; iHIIUMU CJIOBAMMU, BiICYTHICTb MOOIYHUX eeKTiB
€ BuHsATKOM. LlIBMIIE 3a BCe, pO3BUTOK MOOIYHUX ePEKTIiB €
JI0303JTIEKHUM.

Bipunizanist — HalTsKUe YCKIaqHEHHS B XiHOK, SIK€ 0XO0-
TUTIOE CUMIITOMOKOMILJIEKC: MOPYIIEHHS MEHCTPYaJbHOTO
LIMKIIY (aX 10 aMeHopei), 3HUXKeHe J1i0ino, ripcyTusm, Habip
Baru, TOJIOBHMI Oisib, Miajris, genpecis Ta akHe. Takox aH-
JIPOT€HU MOXYTb IPU3BECTHU 10 BipuJli3alii XXiHOYOTO IUI0Aa,
BiZITOBIZHO, iX 3aCTOCYBaHHSI aOCOJIIOTHO IIPOTUITOKA3aHE ITifT
yac BariTHOCTI.

V miTeit i miUTITKIB Tepalrist aHApPOreHaM1 MOXe BIUTMHYTHU
Ha MPUPOMAHI MpoLeCH POCTy i Jo3piBaHH. JJo TOro X aH-
JIPOT€HU MAIOTh YUCICHHI TPOTUITOKA3aHHS i IEMOHCTPYIOTh
B3aeMoflilo 3 6baratbMa iHmUMU JI3 (Hanpukiaan, craTuHAMM,
antugenpecantamu).LTP i3 3acrocyBaHHSIM aHApPOTEHIB Mo-
TpeOye 000B’I3KOBOTO PETENBHOTO criocTepexeHHs. Ha mo-
Iavy O0 KJIiHiYHUX aHaJIi3iB, OTJISIIIB i OMMMTYBaHHS MallieHTa
PEeKOMEHI0BaHO OIMH pa3 Ha IiBpOKY IPOBOAUTHU aHaJi3u
KpOBi i ceui (cTaHOAPTHUIA TeCT-CMYXKKa JIJIs1 aHali3y ceui)
i He pialie HiX oauH pa3 Ha pik — Y3/] neuinku. 3 orasny
Ha BCi pU3MKM, acOliiiOBaHi i3 3aCTOCYBaHHSIM aHIPOTEHIB,
BOHM He PeKOMEHI0BaHi SIK IIpenapary rnepiioi jgiHii (Peko-
MeHpaanisa 18).

TemaTyHui Homep * 2023 p.
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PekomeHpauisa 18
PekomeHA0BaHO BMKOPUCTOBYBATM aHAPOreHN
SIK npenapaty Apyroi fiHii gns LTP

3roga 89%, PO A

B Komenmap pobouoi epynu: Cmanom na 01.10.2022 J13
3a MINCHAPOOHOK HENAMEHMOBAHOI0 HA36010 0AHA301
6 Ykpaini ne 3apeecmposano.

[lo3a aHaporeHiB, HeoOXinHa Uit KoHTpoo HananiB CAH,
MOXe KoJmBaTHc Bz ekBiBaseHTa 100 Mr yepe3 neHb 10 200 Mr
naHazouy Tpudi Ha no0y. Crill 3acTOCOBYBaTH MiHiMaIbHY edhek-
TuBHY 103y. Jlo3yBanHs moHan 200 Mr taHa30.ry Ha JOOY ITPOTSI-
TOM TPMBAJIOTO MEPioNy Yacy He peKOMEHAYEThCS Yepe3 MoOiuHi
edexTu. Peakilis Ha aHIPOreHU 3HAYHO Bapiloe, i 103a, HEOO-
xigHa 111 LTP, € pizHoto. Yepe3 1ie 103y MOTpiOHO KOPUTYBATH
BIATIOBIIHO 10 KJTiHiYHOI BianoBini, a He piBHSA C4 a6o C1-INH.
He3sposymino, uu Tpeda npunuHutu TP ocnabneHumu anapo-
TeHaMH 1LIUISIXOM MOCTYMOBOTO 3MEHIIeHHS 1034 3 yacoMm. Lls
HacTaHOBA 320X0YYE 0 TOCIiIKEeHb, SIKi JOITOMOXYTb JIiKapsiM
i mauieHTaM BU3HAYUTH, SIK HaliKpallle MPUITMHUTY JiKyBaHHS
aHIPOreHaMU.

LTP i3 3acTtocyBaHHAM aHTHiOPUHOAITHKIB
AHTU(GIOpUHONITUKH, TaKi IK TpaHeKcaMOBa KHCJIOTA,
He pekomeHaytoTh L1t LTP. [laHi mono ixHboi e(peKTUBHOCTI
MPaKTUYHO BiICYTHi, ajie B NesSKUX Ialli€HTIB iX 3aCTOCYBaHHSI
Moxe OyTu BumpasaaHuM. [lepenycim ix 3acTOCOBYIOTb, KOJIU
TperapaTy NepIioi JIiHii HeTOCTYITHI, a aHAPOTeH! MPOTUTTOKA-
3aHi. [Ipenapatu noOpe nepeHocAThCs, € 0e3NeYHUMU, HAlTIO-
IIAPEHIIIMMY TOOIYHUMHU eeKTaMu € po3nanu 3 6oky LIIKT.
IIporumnokasaHHs/3acTepekKeHHs: TpOMOOMiist, minBUIICHII
PU3MK TPOMOOYTBOPEHHS, TOCTPUM TpoM0O03 (HaIpUKJIIaI,
TpoM003 TIMOOKMX BEH abo JiereHeBa eMooutist). JJo3u TpaHek-
CaMOBOi KUCJIOTH KOJMBaIOThes B Mexax 30-50 Mr/Kr, po3miieHi
Ha 2-3 TpuitoMH, MaKCHMaJIbHA 1032 CTAHOBUTH 6 T Ha J00Y.
HocnimkeHHs 1Jis1 BU3HAYEHHS ONITUMAJIbHOTO JO3YyBaHHS

i TOpiBHSHHS 3 iHIIUMU TIPOGITaKTUIHUMHM TIperapaTaMu
He TIPOBOAUIIMCS.

Motitopuur LTP

MMauienTu i3 CAH MaloTh KOHTPOJIIOBATU AKTUBHICTh 3aXBO-
PIOBaHH$, 10 OCOOJIMBO BaXJIMBO AJIS1 OCi0, SIKi 3aCTOCOBYIOTh
LTP (Pexomennattisi 19). 3 MeTOI0 KOHTPOJIIO aKTUBHOCTI 3a-
XBOPIOBaHHST peKOMEHIOBaHO BUKOPMCTOBYBATH TaKi IIKAJIN:
ingexc aktuBHOCTI AH (angioedema activity score — AAS),
noka3Huk aktuBHOCTi CAH (hereditary angioedema activity
score — CAH-AS), onutyBajbHUK SIKOCTi XXUTTS Malli€eHTiB
3 AH (Angioedema Quality of Life Questionnaire — CAH-QoL)
i Tect koHTposo AH (the angioedema control test — AECT).
Bonu nmoctymHi 6aratbMa MOBaMH, i iX IOLIIBHO BUKOPUCTO-
BYBaTH.

Lini edpextuBHoro nikyBanHsa CAH, ToOTo BiiCcyTHiCTh
HaIajiB, HOpMaJji3allis SKOCTi XXUTTS Ta IOBHUM KOHTPOJIb,
HalKpale 10CIraloThCs 3a JOMOMOTOI0 BilMOBiITHUX iHCTPY-
MEHTIB.

MomniTopuHTr akTuBHOCTI 3axBoproBaHHSI CAH 0a3yeTncs
Ha peryJsIpHii OIiHIII Ta TOKYMEHTYBaHHI HamamiB MMalic€H-
ToM. Ockinbku akTuBHicTh CAH MoOXe yacTo 3MiHIOBaTHCS,
il HaliKpallle BUMiproBaTH, MOPaAUBIIN HalliEHTaM MOCTiAHO
JIOKyMEHTYBATU CBOI HaIaau, HaMpUKIIa, 3a 1onomMoroio AAS.
AAS nepekinaneHo Ha Oinbi K 80 MOB 1JIsI BUKOPUCTAHHS
B Oisib1n 5K 50 KpaiHax i € AiliCHUM i HaIiHUM {HCTPYMEHTOM
i3 BUCOKOIO KOHBEPTeHTHOIO BAJIITHICTIO Ta BaJIiTHICTIO y Bi-
JOMUX TpyTiax, YyIOBOIO BHYTPIIHBOIO Y3rOMXKEHICTIO Ta BU-
COKOI0 HaJilHiCTIO TE€CTYBaHHS il IOBTOPHOTO T€CTyBaHHSI.
AAS Ta iHIli MTOKa3HUKU aKTUBHOCTI 3aXBOPIOBAHHSI IIIUPOKO
BUKOPHMCTOBYIOTh Y KITiHIYUHMX TOCIIIKEHHSIX i pyTMHHI KJTi-
HIYHI IpaKTUIIi.

Bucoxa aktuBHicTb 3axBopioBanHsI CAH gacTo cynmpoBo-
IKYETHCSI HU3BKOIO SIKiCTIO XUTTA. IIpoTe mesiki mamieHTH
3 HU3bKHUM pPiBHEM HallaliB TaKOX MalOTh IOMiTHE MOTip-
LIEHHS SIKOCTi XUTTSI, MOXJIMBO, TIOB’sI3aHe 3 Hemnepeaoda-
yyBaHicTio CAH Ta mocriiiHMM cTpaxoM Tepen HamagaMmu,
HEeOoOXiJHICTIO YHUKATU TPUTEPiB HAMaAiB, ICUXOJOTIYHUM
CTPECOM Uepe3 TATap XpOHIYHUX 3aXBOPIOBaHb i HAsIBHICTIO

ANEProjorisa

KNIHIYHI PEKOMEHAALI

CYIIyTHiX 3aXBOpIOBaHb, TAKUX K JETNpecis Ta TpUBOTa, SKi
4acTo crocTepiraioThes B nauieHTiB i3 CAH. TakuM unHOM,
MalieHTaM Ta IXHiM JiKapsaM BaxunBo olinuTu BrumB CAH
Ha SIKiCTh XMTTS, KpiM aKTUBHOCTI 3axBopioBaHHs. IlepeBi-
peHi PROM 1151 oLliHKY moripiieHHs SIKOCTi XUTTS, CIIpU-
ypHeHoro CAH, oxommolote HAE-QoL i AE-QoL. O6unsa
BMKOPUCTOBYIOTb y KJIiHiUHi#l MpaKTHIli Ta BUMTPOOYBaHHSIX
teparnii CAH.

Ouinka KoHTposo 3axBopioBanHss CAH npoBoauThes 3a 10-
nomoroio AECT. Yotupu 3anuranHs AECT crocyioTbcst yac-
TOTH CUMIITOMIB, ITOTipILIEHHS SIKOCTi XKUTTS, HelepeaoayyBa-
HOCTI €Mi30/iB Ta PiBHSI KOHTPOJIO, JOCSTHYTOIO MOTOYHOIO
Tepartielo.

Jlns1 BinmoBizeit BUKOPUCTOBYIOTh S-0ajbHy 1mikany Jlaii-
KepTa, OLiHI00Th Bin 0 1o 4 0ajiB, MiHIMaIBHMI i MAKCHMAJIb-
HUM cymapHwMii 6a 0 (6e3 KOHTpo0) i 16 (TTOBHUI KOHTPOJIB)
BinnmosigHo. o Bumuii mokazuuk AECT, To Kpaluuii KOH-
tpojib CAH. AECT Mmae BUCOKi piBHi BHYTpillIHbOI Y3TrOMXEHO-
CTi Ta HAIHHOCTI TECTY-TTOBTOPHOTO TECTYBaHHS, a TPAHUYHE
3HaueHHs 10 6aiB Ja€ 3MOTy pO3pi3HATH MALIIEHTIB i3 MOraHO
KOHTPOJIb0BaHUM i moOpe KoHTtponboBanuM CAH. AECT no-
CTYIIHUI Y IBOX BEPCisIX: OMHA 3 MePiogoM BiIKJIMKaHHS 4 TILK,
a iHIIa 3 mepiofoM BinkiMkaHHS 3 Micaii. O0uaBa qa0Th 3a-
rajloM MofJiOHi pe3yJbTaTH, iX JIETKO BBOAMTH, 3aITOBHIOBATH
i1 OLIIHIOBATH, i BOHU MOXYTb JOTTOMOTTH TIPUIHSITH pillleHHS
miozo JikyBaHHs CAH.

PekomeHpauis 19
PekoMeHL,0BaHO BCiM MaLliEHTaM, 5iki 3aCTOCOBY -
t0Tb LTP, perynsipHO OLiHIOBaTW aKTUBHICTb 3aXBO-
PIOBaHHS 3 METOKO ONTUMI3aLlii 403 | pe3ynbraTis
NiKyBaHHS

3roga 98%, PO A

B Komenmap pobouoi epynu: Ynenu poboyoi epynu
68axcaoms 3a 0OYiNbHEe BUKOPUCMOBYE8AMU 045 OUIHKU
akmusHocmi 3ax80pioeants onumyeanvhux AEQoL.

[TIIT nauienTa:

Jlata 3amoBHEHHS (1T M p):

6. Bu Ts1xK0 3acuHaeTe?
7. Bu mpokumaeTecs BHOUI?

8. Yu BimuyBaeTe cebe BTOMJIEHUM IIPOTSATOM THS Yepe3 Te, 110
MTOTaHo CIaJIX BHOYI?

9. Yu TsxK0 BaM 30cepenutucey?

10. Yu BimuyBaeTe cebe mpuTHiYeHUM?

11. Yn 3mynieni Bu oomexyBaTtu cebe y BuOOpi HarmoiB Ta ixi?
12. [purHivyioTh 4u 3aBaxatoTb Bam enizonu HabpsiKiB?

13. Yu BiguyBaete Bu cTpax o4ikyBaHHS panToOBOi MOSIBU
HaOpsIKy?

14. Yu Goirecst Bu, 1m0 HaOpsSK¥ MOXYTb 3’SIBJSITUCS YacTimme?

15. Yu copomuTecs Bu BinBigyBaTu rpoMaichKi Miclis uepes
HaOpsKU, IO EPiOAMYHO 3’ IBISIOTHCS?

16. Yn BiguyBaete Bu 30eHTeXeHHS a60 00SI3KiCTh yepes
HaOpsKH, IO NePiofMYHO BUHUKAIOTH?

17. Yu mobotoetecs Bu, 1o nikyBaHHS HAOpSIKiB, AKi
[TOBTOPIOIOTHCS, MOXE B JOBIOCTPOKOBI i1 IIEPCIIEKTUBI MaTh
1uist Bac HeraTuBHi Hacnigku?

Kpurepii oninioBanHs SKOCTi XKUTTA NanieHTa

(0 6aiB — XopouIa KiCTh XUTTS;

1-17 6aniB — JIeTKe MOPYUICHHS IKOCTi XKUTTS;

18-34 6anu — cepenHE MOPYIICHHS SIKOCTi XUTTS;
35-51 6an — BupaXxeHe MOPYLUIEHHS SKOCTi XUTTS;
52-68 GastiB — ayXe 3HAYHE MOPYIIEHHS IKOCTI XHUTTS

OnumyBanbHUK gna OWiHKU SKOcmi )Xumms nauienmie 3 CAH AE-Qol

IHCTpYKIis 1010 3aMOBHEHHS: Y IbOMY ONUTYBaJIbHUKY HABEICHO HU3KY 3alIMTaHb.
Bynb nacka, yBaxXHO IIpounTaiiTe KOXHE 3alIUTaHHS Ta BUOEPiTh i3 5 Bimxmosigeit 1 Haitoiabim migxonsimy. [Ipocumo Bac He mymaTtu moBro Hag
KOXHUM nuTtaHHsM. [TocTapaiiTecs BiAMOBIiCTY Ha BCi 3alIMTaHHSI, BiI3HAYAI0YH «[LJIIOCOM» JIMIIIE | BiMOBiIb.

Bynb nacka, BKaxXiTh, K 4aCTO MPOTATOM OCTaHHIX He 6yno Pinko IHkonu Yacro Jlye yacto

4 TrxHiB Bu Masim oOMeXeHHsI B HaBeIeHUX HUXYe chepax

TIOBCAKIEHHOTO XUTTA YePes3 MosBU HaOPsIKiB (HaBITh SIK1IO 0 I3a4Tux | mpoTATOM poky 2 HaMicaub  >I pa3s Ha THXIEHb
3a 11ei mepios HaOpsiKiB y Bac He Oyio)

1. Po6oTta O O m} O O

2. ®i3uvHa aKTUBHICTDb O O O O O

3. BinbHuii yac O O O O O

4. ComuiaibHa aKTUBHICTD O O O O O

5. XapuyBaHHS m| O O O O

3a 10MoMOrolo HaBeIeHUX HUXYe 3alTUTaHb MU XOTiJIM 6 OTpUMATH TOKJIaAHIlIY iH(opMaLliio Mpo TPyAHOLLI i TpobaeMu, SKi MOXYThb
OyTH MMOB’A3aHi 3 HAOpPsIKaMU, 110 IIOBTOPIOIOTHCS (MIPOTSTOM MOMNepeaHiX 4 TUXHiB)

O

O OO O0ooO0oo o o

]

O O ] O
O O ] O
O O m} O
O O ] O
O O m} O
O O m} O
O O m} O
O O ] O
O O ] O
O O ] O
O O ] O
O O m} O

AE-Qol — iHCmpyKuis gna inmepnpemanii peaynbmamis

®dyHukIio- 1. MopymeHHs mpodeciiiHOi TiINbHOCTI —
HyBaHHS — 0-4 6anu
0-16 6aniB 2. [opyureHHSs Gi3nIHOI aKTUBHOCTI —
0-4 6anu
3. [lopyeHHS T03BiIbHOI aKTUBHOCTI —
0-4 6anu
4. TTopylIeHHS cOlliaJbHMUX 3B’SI3KiB —
0-4 6anu
Broma/ [Ipo6nemu npu 3acuHaHHi — 0-4 6anu

5.

HacTpil — 6. Hiuni mpoOyaxenHs — 0-4 6aau

0-20 6aniB 7. BiguyTTsi BTOMU MpOTsiroM aHsa — 0-4 6anu
8. [Ipob6nemu 3 KoHIIeHTpalieo — 0-4 6anu
9. BimuyTTts 3HeBipu — 0-4 6anu

10. BimuyTTst npurHiveHOCTI Yepe3 Hamaau
HabpsKiB — 0-4 6anu

11. Crpax nepes panToBUM PO3BUTKOM
HabpsKy — 0-4 6anu

12. Ctpax nepen 306i1bIIEHHSIM YaCTOTH
HabpsKiB — 0-4 6anu

13. BiguyTTsi copoMmy B pasi BiiBinyBaHHS
IpoMaaChKux Miciib — 0-4 6anu

14. BinuyTTs copomy uepe3 30BHillIHi
MposiBU HabpsiKy — 0-4 Ganu

15. Ctpax HeCIIpUSATIUBUX BiITaJICHUX
HacIigKiB mpuitomy JikiB — 0-4 6anu

Crpaxu/copom —
0-24 6anu

16. 3aranbHi 0OMeXeHHS B iXi Ta BXXUBaHHi
ixi— 0-4 6anu

17. ObmexeHHs1 y BUOOpi XapuoBUX
MPOAYKTiB Ta HamoiB — 0-4 Gaxu

XapuyBaHHS —
0-8 banis

3aranpHO:
68 6anis — 100%

Sk ouiHioBaTn AE-QoL 3a okpemMumu posairamu
Ta 3araAbHMM pe3yAbTaTt
OrnmuTyBaJIbHUK OLIHIOE TIepiof 4 TV i MiCTUTB 17 3armuTaHb, Ha KOXHE
3 SIKMX TIPOTIOHYETHCS 5 BApiaHTIB BilTMOBizIeH (BOHM OLIIHIOIOTBCS Bill
0 1o 4 GaniB). Y pe3ybTarti MalieHT HAOUpPaE 3arajibHy cyMy OalliB,
Ky niepeBondTh y 100-6anbHy IIKay, IO OLiHIOETHCS JIIKapeM: 10
BULIMI BiICOTOK, TO CUJIBHillle BUPaXeHE MOPYLIEHHS SIKOCTi
xutTst. KpiM 3aranbHOTO MOKAa3HMKA SKOCTI XUTTS 33 TOTIOMOTOIO
onutyBajgbHuKa AE-QoL MoxkHa po3paxyBaT MOKa3HUKM SKOCTi
KUTTS 33 4 okpeMuMu posaitamu: «DyHKIioHyBaHHs», «[louyTTs
BTOMM,/HAacTpiit», «[TouyTTs cTpaxy/copoMy» i «XapuyBaHHsI», 11100
BUSIBUTH, Ha SIKY 3i cpep KUTTS 3aXBOPIOBAHHS BIUTMBAE HAOIbIIE.
banu 3a okpemumu rpynamu nopyueHb AE-QoL, a Takox 3araiib-
Huii 6a1 AE-QoL po3paxoByroTh 3a TaK0I0 (hOpMYIIOH0:

. banie nayicnma / maxc X 6anie x 100

OnuTyBaJbHYK MiATBEPAUB CBOIO UYYTIMBICTD Y BalifalliiHOMY TOCJIKEHHI, pe3y/IbTaTH sIKoro omyob:ikoBaHo y 2012 poui. Ile mocnimkeHHs mpoBeneHo Ha 0a3i nBox eHTpiB Himeuunnu: «I1lapite»
BepiHcbKoro yHiBEpCUTETY 1 BiiIEHHS IepMaTOJIOTi1 YHIBEpCUTETCHKOTO MENMYHOTO LIEHTPY B MaiiH1li.

1. 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
2. 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

MpoposxeHHs, a came npo nikysanus CAH y pitel, y BariTHUX i nauieHTok, siki roaytoTb rpYAAIO, A TAKOX MUTAHHS LWOAO MIATPMMKM NALIEHTIB, SOMALIHLOTO | CAMOCTIHHOTO NiKYBAHHS TOLLO — Y HACTYMHOMY HOMEPI.

TekcT apanToBaHO i yHiIPIKOBAHO AO CTAHAAPTIE TEMATUYHOTO BMMYCKY MEAMYHOI razetn «3a0poe'a YkpaiHuy.

MoBHuit TekcT kniHiuHoi HacTaHosy: hitps:/ /www.dec.gov.ua/wp-content/uploads/2023/01/2022_12_22_kn-san.pdf
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CINRYZE"

CT inhibitor (human)

C1-IHI'IBITOP AJ1d BALWWUX NMALUIEHTIB
I3 CTTAAKOBM AHIMNOHEBPOTUNYHM
HABPAKOM (CAH)

C1-IHT, cxBaneHUn ana npodinakTUKu
Ta HEBIOK1aOHOro NiKyBaHHSA HanaaiB

\ Yy MAUIEHTIB OUTAYOro BIKY, NIANITKIB Ta
nopocnmx!

C1-IHTI, noHap 8 pokiB gocsigy
3aCTOCYBAHHSA B KJIIHIYHIN NpPaKTUL?

o

1 pikcoBaHa go3a AN PYTUHHOT
y NPOMINIAKTUKM ONA PI3HUX
BIKOBUX rpyn?

/ MOXMJ/IMBICTb MOKPALUTU
! AKICTb XXUTTHS
k JTIKYBaHH4, ke nobpe

NepeHoOCUTbCA?

Cknap: giroua peyosuHa: Cl inhibitor (human); Jlikapcbka ¢opmMa. MopoLLIOK Ta PO3UMHHUK ANS PO3UMHY Onsa iH’ekuivn. dPapMakoTepaneBTUYHA
rpyna. Jlikapcbki 3acobu, Lo 3aCTOCOBYIOTbCSA MPU CMaAKOBOMY aHMOHEBPOTUYHOMY HAabpsKy. IHri6iTop Cl, oTpuMaHnn 3 nnasmu. Kog ATX BOGA
CO1. KniHiyHi XapaKTepUCTUKU. [Toka3aHHS. JlikyBaHHSA | NpodinakTnka HanaaiB aHrioHEBPOTUYHOIO HabpsaKky nepen npoBeaeHHAM npouenyp vy
popocnux i aiten (BiIKOM Big 2 pPOKIB) 3i CNagkoBMM aHrioHeBPOTUYHUMM HabpakoM (CAH). PyTuHHa npodinakTruka HanagiB aHrioHeBpPOTUYHOIO
HabpaKy y oopocnmx Ta aiten (BiKOM Big 6 POKIB) 3 BaXXKUMU i peumnagmnByoUYMMm HanagamMm cnagkoBoOro aHrioHeBpoTnYHoro Habpsaky (CAH), aki He
rnepeHocaTb abo HeQOCTAaTHbO 3axMLLUEeHi nepopanbHUM NPOMINAKTUYHNM JiKyBaHHAM, abo y NaLIeHTIB, 9Ki HeagekBaTHO pearyloTb Ha MOBTOPHE
HeBigknaaHe nikyBaHHA. MpoTunoKasaHHSA. [[inepuyTAMBICTb A0 Ailo4OT pedyoBUHM abo Byab-AKOT 3 4ONOMIKHUX pedoBUH. MoGivHiI peakuil. HanbinbLu
NOWNPEHUMN MOBIYHUMU peaKLUiaMK, Lo crnocTepiranmca nicnga iHdy3ii npenapaty CiHpan3 B KAIHIYHUX OOCNIOXEHHAX, 6ynn ronoBHUM 6inb i
HypoTa. MobiuHi peakuii, Lo crnocTepiranmca npu 3actocyBaHHi npenapaty CiHpans, KacuikyoTbCa 3a CUCTEMHO-OPraHHUMKM kKnacamm MedDRA
Ta abCOMOTHOI YacTOTOW. YacToTa BM3HaYaeTbCca 9K ayxe yacto (21/10), vacTo (Big =21/100 go <1/10), HeuacTo (Big =1/1 000 po <1/100), pigko (Big
=1/10 000 po <1/1 000), ay»xe pigko (<1/10 000) i HeBioOMO (He MOXKHa OUIHUTU 3a HagBHUMUK OaHUMK). MobBiYHiI peakLuii, NPo AKi NoBioOMNAIOCS
Y KAIHIYHUX OOCNIAXEHHAX Ta MiCNApeecTpauiMHMUX 3BiTax: peakuia migBuLLEeHOI YyTNMBOCTI, FONOBHUKM BiNlb, 3aNaMoOpOYeHHd, HyaoTa, 6toBaHHS,
BUCUM, epuUTEMa, CBEPBIX, BUCUN/epuTeMa Y MicLi iH’eKUil, 6ifb Y MicLi iHDY3ii, rinepTepMmid. 3arasioM 6e3sneka Ta nepeHocuMicTb npenapaty CiHpan3
OOHAKOBI Yy OiTen, NigniTKiB i Jopocnmx. Nipo3ptoBaHi NobiuHi peakuii. @apMaKonorivyHi BnacTtuBocTi. PapmakoguHamika. MexaHi3m pii. IHriGiTtop Cl
BXOOMTb OO CKMaay HaapoauHu BinkiB iHriGiTopa cepunHOBOT NpoTeasn, abo cepniHy. OCHOBHA (OYHKLIA CepniHiB Nonarae B perynsLii akTUBHOCTI
cepuHoBMX npoTeas. IHriditop Cl aBnae cobo OAHONAHUOIOBUI FNIKONPOTEIH, BUABNEHNIN B NMa3Mi, SKMW B 3PIIOMY CTaHi Ck/laga€eTbca 3 478
aMIHOKMCNOT i3 cepegHboto MonekynapHot Macoto 105 k. IHribiTtop C1 iHribye cncteMy KoMnaeMeHTy wnaxom 3B’alyBaHHAa 3 Clr i Cls, gBoMa
AKTUBHUMU hepPMeHTHUMU CyBOONHNLAMU MEePLUOro KOMMOHEHTa cnctemMm koMrniieMeHTy (C1) B KNAaCUYHOMY LLUJIAXY, @ TAKOXX 3 MaHO303B’A3YI0UMMU
JIeKTUHaCOoLIMOBaAHUMUN CEPUHOBMMU MpPOTeas3aMn B JIeKTUHOBOMY LWAaAXy. OCHOBHUM cybCcTpaToM akTuBoBaHoro depmeHTy Cl € C4; BigCyTHICTb
iHrieyBaHHA C1 npu3BoaMTb A0 3HUXKEHHS piBHA C4. Cl1 € HanbiNblLU BaXX/IMBMUM (HIMBITOPOM akKTUBALIT KOHTAKTY i PErylto€ KOHTAKTHY CUCTEMY i
BHYTPILLHIN LWUNSAX KOArynauii WAsSXoM 3B’a3yBaHHSA Ta iHaKTUBALIT KanikpeiHy i hakTopa Xlla. OCKiNbKK Ui LUAAXM € YACTUHOK MNOCUNEHMNX DEPMEHTHUX
Kackagis, 6e3 iHribiTtopa Cl cnoHTaHHa abo TpUrepHa akTMBALISA UMX LWIAXiB MOXe MNPM3BEeCTU OO0 6e3nepellkogHol akTrBaLil Ta Habpaky. YMOBU
306epiraHHa. 36epiratn Nnpu TemnepaTypi He BuLle 25 2C. He 3aMopoXKyBaTW. 36epiraT B opuUriHanbHiM yYNakoBL,i ANa 3aXUCTY Bif cBiTna. 36epiratn
B HELOCTYMHOMY ON4 OiTen Micui! 3a peuentoM. BUpo6HUK. BakcTep AN, AscTtpis. P. M. MO3 YkpaiHn Ne Ne UA/18748/01/01 Big 11.05.2021 poky.

MNoBHa iHopMaLis NPO NiIKaPCbKMIM 3aCib MICTUTbLCS B IHCTPYKLUIT A9 MeANYHOrO 3aCTOCYBAHHSA
MoBipoMUTU Npo HebaxkaHe aBuLLLEe, abo NPO CKAPry Ha SKIiCTb Nikapcbkoro 3acoby Bu Mmoxxete no TOB «Takena YkpaiHa»
3a Ten. (044) 390-09-09 Email: AE.Ukraine@takeda.com

MocunaHHs: 1.Maurer M, et al. Allergy. 2022 https://doi.org/10.1111/all.15214 .2. Cinryze (C1 inhibitor [human]) Summary of
Product Characteristics. March 2018. 3. Lumry WR, et al. Allergy Asthma Proc. 2014;35:371-376.

TOB «Takepa YKpaiHa», Bys. ConoM’ssHCbKa, 11, BLL Eleven, 11-1 nosepx, 03110, KuiB, YkpaiHa. Ten.: +380 44 390 09 09. ; W
®akc: +380 44 390 29 29. E-mail: ua-office@takeda.com
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