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ANEPIroJiorisa

HA 3AMITKY NIKAPIO

HaGpax 2opmani 9K nomexuiiino Xumme3azpoxyBanbhuii nposs
CNAgKOB020 aHZiOHEBPOMUYHO20 HAlpaKy:
ocobnusocmi nepefizy, nikyBanwyg, npodinakmuxa

CnapkoBwuii aHrioHeBpoTU4HMIA Habpak (CAH) - piakKicHe noTeHLUiliHO XXMUTTE3arpoXXyBanbHe
3aXBOPIOBAHHSA, W0 XapaKTepU3yeTbCA Hanajamu WKIPHOro Ta NifcNU30Boro Habpsaky.

3a fonoMoror HayKoBMUX AOC/iAKeHb OCTaHHIX KiNbKox gekap 6yno BusBfieHo, Lo
narodpisionoriunum nigrpyuram CAH e gediyur 6inka-inribitopa Cl-ecrepasu (Cl-inribiTopa)

BHacnigok myTtauii rena SERPING1 i 6paaukiHiH-onocepeakoBanuit Habpak (Donaldson V.H.,
Evans R.R., 1963; Rosen F.S. et al., 1965; Curd J.G. et al., 1980; Fields T. et al., 1983).

Bpaankininosa npupopa Habpsky npu CAH e oguum i3 mpo-
BITHMX J1arHOCTUYHMX KPUTepIiB, AKi JO3BONAIOTD BilpisHUTH OC-
TAHHII B ricTaMiHEPTi4HOTO 41 a/IeprivHOro HabpsKY 3a PaxyHOK
BificyTHOCTI BiAnoBipi Ha ricramiHo6mokaropu (puc. 1).
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Puc. 1. Anroputm gudepeHuiitHoi giarHocTuku mix CAH
i rictaminepriyium Habpakom (Longhurst H., Cicardi M., 2012)

¥ 2000 p. 6yrno omncarno CAH i3 HopmanbauM piBHem Cl-iHri6i-
topa (Binkley K.E., Davis A., 2000; Bork K. et al., 2000). Hesasxatoun
Ha Iporpec y posyMiHHi natodisionorii CAH, goHenasHa ciiocrepira-
JICS1 SHAYHI 3aTPUMKI B YCTAaHOBJIEHH] [{iarHO3Y, a eheKTUBHI MeToxm
nikyBanHs 6ynu BigcyrHi (Busse P.J., Christiansen S.C., 2020).

HaitBa>xnuBila nepeyMoBa B4aCHOTO BCTAHOBJIEHHA [IiarHO3Y
CAH - Bucoxunii piBeHb HACTOPOYKEHOCTI MTiKaps. PenymByroui Hamazy
aHTiOHAOPAKY 3 TUIIOBMMM XapaKTePUCTUKAMU (aCHMeTPUYHICTD,
BifICYTHiCTb CBepbexy, fediryparis HaOPAKIOL YaCTMHM Ti/a, BICOKA
LII/TBHICTD HAOPSIKY) 63 KPOIMBAHKIL, TSDKKI abHOMIHaIbHI CHUMIITOMY
(6ir1b 1 HaOpsIK) UM IX MOEFHAHHSA MAIOTh 3MYCHUTH TiKAps 331y MaTICA
po itmoBipHicTs CAH (Busse P.J., Christiansen S.C., 2020).

OpHa 3 HallBaXX/IMBIILNX IIpo6/IeM, aconiitoBanux i3 CAH, - Hananu
Ha6psiky roprani (HI'). Xoya HI' cranoBnaATh /muiie 6/mm3bKo 0,9% yeix
Hamapis, manienty is CAH e rpymioro pusuky ix mosiy; IpuoIM3HoO B TI0-
JIOBVHI 3 HUX IIPOTSTOM XXITTS LOHAIMEHIIIE OfVH Pa3 Bifj0yBa€ThCs
enisop HI' (Zuraw B.L., 2008; Bork K. et al., 2012). Inoxi neranprmit HI'
moxke 6y nepumm nposiom CAH (Bork K. et al., 2011).

Amnanis gaunx 123 nanientis is CAH, nposegenmnit K. Bork i cmis-
aBT. (2003), BusaBus emnizoan HI y 49,6% mauientis (61 xBopuit,
596 sunagkis HI'). CepenHiit Bik Ha MOMeHT mepuroro emizoxy HI
cTaHoBUB 26,2%15,3 poky. binsbko 80% ycix HI' cmoctepiranucsa
y Binji 11-45 pokiB. CepefHili iHTepBan MiX TOYaTKOM i MaKCHMab-
HuM possutkoM HI' cknagas 8,3 rox. ¥ 342 sunagkax HI munys
caMocTiifHo 6e3 mikyBaHHA, a y 208 BUMajKax 3arpo3NuBuii CTaH
6y10 mposikoBaHo 3a goromorow Cl-inribiropa. OTXxe, OCHOBHO
rpymnoto pusuxy HI' € monopi gopocni ta migmitku. [lns sanobiranss
¢aTanpbHMX HACTIAKIB C/Tij feTanbHO IHCTPYKTYBATH HAL[iEHTIB
Ta IXHIX POAMYIB I[OJI0 po3Mi3HaBaHHs paHHIX o3Hak HI i HeoOXiz-
HUX il y TaKiit cuTyanii.

IligBuieHnit (TOPiBHIHO 3 XBOPUMM 31 BCTAHOB/IEHNM [iarHO-
3oMm CAH) pusux acdikcii ta cmepri B manientis i3 CAH, skum
He BCTAHOBJIEHO el AiarHo3, 06IPYHTOBYE JOLIMbHICTD 06CTe-
XeHHs Bcix 6muspkux pognyis xsoporo i3 CAH (Bork K. et al,,
2012). I nieo MeTOI peKOMEHZOBaHO 3aCTOCOBYBATU XPOMOT€EH-
HMII aHa/i3 (3a YMOBM JOCTYIIHOCTI) AK YyTIUBilINIT MeTOX a6o
imyHogepmentHuit ananis (Li H.H. et al,, 2015). ko Bizomo mpo
HaABHICTb MyTallii, A/11 paHHBOTO BCTAaHOBJIEHHS JiarHO3y MOXe
3aCTOCOBYBATHUCS TeHOMHe cekBeHYBaHHs (Pedrosa M. et al., 2016;
Farkas H. et al., 2017).

Hepinko manienTy, B AKMX CIOCTePiramucs BUNaAKI HeOOCTPYK-
TVMBHOTO HaOpsIKY POTOBOI IOPOXKHMHMY, & TAKOX JTiKapi, HEOCTAT-
HbO 00i3HaHi 3 mepebirom ta HeGesmekamy CAH, HeOOIIHIOOTH
norenuiitny 3arposy (Longhurst H., Cicardi M., 2012). Ocobnuso
BaXK/IMBOIO € BYacHa Ailarnocruka HI y xireit y 383Ky 3 MeHIINM
niamerpoM nosirponocHux msixis (Farkas H. et al., 2010).

K. Bork i cniBasr. (2012) mpoaHanisysamu faui koroptu 728 mari-
entiB i3 CAH 3 gedinnrom Cl-inribitopa 3i 128 popyH 1070 IpuyNH
cMepri Ta, 30KkpeMa, paranpHux Hanagis HI. OcTaHHii cTaB mpuyn-
HOIO0 cMepTi B 70 Bunajikax i3 214 netaqbHUX HaCMiJKiB Y 11iil KOTOPTi.
CwmepTHIiCTb Oy/1a BUILOIO Cepef] XBOPUX, KOTPUM He 6y/10 BCTAHOBJIEHO
miarHo3 CAH. TpuBamicTb )XUTTA HallieHTiB 3 HEAIarHOCTOBAaHMM

CAH, sxi nomepnu Bif acoikcii ynacnigox HI, 6yna B cepegaboMy
Ha 31 piKk MeH1IOI0, HiX TpuBamicTh XuTTa XBopux i3 CAH, koTpi 11o-
Mepu Bijj IHIIWX IpUYNH. PeTeNbHe ONMUTYBaHHA OM3bKUX POANYIB
i mixyroumx gikapiB 703BOMUIO BUABUTHU TpuasoBuit nepebir da-
tanbHyx HI. Tax, I dasa, oxapakTepusoBaHa K CTaH Nepef3aiIIKIL,
TpMBa/a B cepefHbOMY 3,7+3,2 rop (niamason 0-11 rox), IT dasa (dasa
sapmuikn) — 41449 xB (giamason 2 xB - 4 ron), a III pasa (pasa Brparn
cBigomocTi) - 8,9+5,1 xB (niamason 2-20 xB). OCHOBHMMU CUMIITO-
mamuy, noBsasarnMu 3 HI, € 3agnuika ta BrpaTa CBiZOMOCTI, @ TAKOX
mucdaris, CTpumop, 3MiHM rOZI0CY, LiaHO3, HiBUILEHNIT apTepianbHuMit
THCK 3 IEPEX0I0M y rinotensito. Ha gymky aBropis, dasu paransHoro
HT He nepekpuBatoTbcst, T06TO I pasa po3nodnHaeTbCs npyu mossi
nepiuyx cuMitoMis, II dasa - 3a mosBu 3aguuky, a I1I pasa - B pasi
BTpaty cBifoMocTi. OCKinbKy KIiH{4HMIT eeKT BHYTPILIHbOBEHHOTO
BBefieHHs Cl-iHribiTopa mposBisaeTbes depe3 15-42 XB, TiKyBaHHS
HeoOXifHO posnodary y I pasi. OnHax B pasi 6/mckaBUIHOTO Hepebiry
HI' megmkaMeHTO3Ha Tepaisi MOXKE He BCTUTHYTH PealisyBaTy CBill
e(exT, ToMY JOLiIbHUM 6y/ie 3aCTOCYBaHH: eH0TpaxeaIbHOI iHTY-
6auii a6o kpukoromii. Y II hasi 3a3Bralt HeOCTATHBO YaCY A/ BBe-
nenns Cl-iHribitopa, a odikyBaTy Ha pesybTar Bij BBefieHoro y I dasi
TIpenapaTy MOXXHa JIMIIE 32 YMOBY IIOBHOi TOTOBHOCTI 10 KPMKOTOMii,
OCKI/MbKM 1HTYO6aIist MOXe 6yTV HEYCIIUIHOW YK OTPebyBaru 3a-
HajTo b6arato dacy. III dasa e HalfKOpOTILIOI0, TOMY B I[bOMY Iepiofi
MO>Ke 6YTH 3aCTOCOBAHA JIHIIE KPUKOTOMIL.

JleranbHy indopmariito mopo parambroro HI Bganmocsa orpumaru
mopo 36 marienTis. Y 20 3 uux HI criocrepirases Bnepure. B 11 xBopux
HabpsAK 06y nepenysas daransHomy HI, a B 7 - cympoBoppKyBas
ttoro. CepepHiit yac MiX 10sIBOI0 HabpsAKy o6muyys ta HI' craHoBuB
1,4 pus. Tpurepowm ¢arambaoro HI'y 8 i3 36 martienTis 6y/a roctpa pec-
riparopHa iHbex1yis, B 6 — BuaneHHs 3y6a. B iHImx XBOpyX TpurepHuit
YIHHMK BCTAHOBUTY He BJjaNocs. ABTOPY IiIKPECINIIN, O HasABHICTh
TaKOT0 HeOe3[MeqHOro ycknagneHH, Ak HI, symoBmoe HeoOXimHicTh
aKTVBHOTO BUSAB/IEHHSI, 00CTEXXEHH Ta JiKyBaHHs nauientis is CAH.

JlonenaBHa y CBiTi He icHYBa/I0 CXBaleHMX YIIPaB/iHHAM i3 KOHT-
poIIo 3a AKICTIO MPOAYKTIB XapuyBaHHS Ta TIKapChKUX 3ac00iB
CIIIA (FDA) npenaparis ans nikysauus CAH, ToMy TepaneBTi4Hi
MifXOAM 0OMeXYBa/INCA MiATPUMYBaTbHUM TiKYBaHHAM i CIIpobaMu
saxucTuty Auxanbui waxy sig HI. ¥V geaxux Bunagkax ycmimszo
3aCTOCOBYBa/IacA CBIXKO3aMOPOXKeHa I/Ia3Ma, OffHaK TaKMil Miaxif
ACOL[I0ETHCS 3 PUSMKOM ITOCUIEHHS TSDKKOCTI Hamagy (Zuraw B.L.,
2008). ITpoTAroM OCTaHHBOTO AECATUIITTA 6YI0 CXBaleHO KiTbKa
HpemnapariB /1 3aCTOCYBaHHA 32 BUMOTOIO.

IlepunM npenapaToM A/t IPULINTBHOI JOBIOCTPOKOBOI IIpoiTak-
tiyHoi Tepanii CAH, cxsanennm FDA y 2008 p. o mikyBanaa CAH
i3 gepigurom Cl-inribiropa B migmitkis i gopocnux, craB Cl-iHri6i-
TOP I/Ta3MOBOTO TIOXO)KE€HHA /I BHYTPillHbOBEHHOTO BBEJIEHHA
Cinpaits («Taxepa»). IIigrpyHTAM 4715 CXBa/IeHHS CTA/M AOCTTI/KEHHS,
AKi BUABNIN, 1[0 mpodiakTaHe 3acTOCyBaHHsA npemapary CiHpaiia
IpubIM3HO yABIUi 3MeHLIyE KinbKicTh Hamagis (Zuraw B.L. et al.,
2010). ITicna oTpuMaHHA CIPUATIUBUX Pe3yNbTATIB JOCTIKEHHS
III pasu y 2018 p. moxazaHH:A KO 3aCTOCYBaHHA OYIM po3LIMpPeHi
i3 BK/TIOUeHHAM JiiTelt BikoM >6 pokis (Aygoren-Piirsiin E. et al,, 2019).
BigkpuTi npomoBKeHi JOCTi>)KeHHA A LUX Malli€eHTiB BUABUIN
HOKpallleHH: HaC/i/IKiB 3a YMOB TPUBAJ/IOTO 3aCTOCYBaHHA IIpenapary
Cinpaif3, a TAKOX J10T0 BUCOKY O€3IeUHICTh IIPY TAKOMY 3aCTOCYBaHHI
(Bernstein J.A. et al., 2014; Zuraw B.L., Kalfus I, 2012).

IcnywoTb 3 ocHoBHI HanpsaMu nikyBanHAa CAH: kopoTkocTpoKoBa
npodinakTuKa, JOBrOCTPOKOBa IPOo(diTaKTHKa Ta IIKyBaHHSA HAIlay
(Busse P.J., Christiansen S.C., 2020).

BigmosigHo [0 pekoMeHpaniit BececBiTHbOI opraHisanii 3 aneprii
Ta EBpOIIEIICHKOI aKafeMil aneprii Ta KriHivHOI iMyHOMOriT (2017),
AN HeBifiKnagHoro Nikysanua Hamany CAH moxyTb 3acTocoByBa-
tricst Cl-iHribiTop, ekamanTtup abo ikatubant (Maurer M. et al., 2018).

K. Bork i S. Barnstedt (2001) npoananisyBanu 517 Bumapkis
HT, mo cnoctepiramucs B 42 nanieHTis. 18 manientis (193 emizopu)
oTpuMyBasu KoHueHTpat Cl-inribitopa (500 a6o 100 MO). Yacosni
iHTepBaJl Bifj BBE[IeHH A IIpeNapaTy 0 IPUIHEHHA IPOrpecyBaHHA
CUMITOMIB CTaHOBUB Bifi 10 XB 110 4 TO7 (B cepeHbOMY, 42,2£19,9 XB).
Cepepnsa rpusanicts HI cepen manienTis, axi orpumysanu Cl-inri-
6irop, ckmagana 15,319,3 rox, a cepex XBOpux, KOTPi 110r0 He OTPH-
myBasm,— 100,8+26,2 rog. Byno 3po6eHo BUCHOBOK, 1o Cl-iHribiTop
€ BICOKOE(eKTVBHIM 1 IIBUAKNM MeTOROM ycyHeHHs HI.

KoporkocTpokoBa mpodinakTika MoKasaHa mepes MefMIHIMU
(B T. 4. XipypriYHMMH) Ta CTOMATONMOTIYHMMIY IPOLEAYPaMH, AKi
€ BigomuMmu Tpurepamu Habpskosux Hamagis (Bork K. et al., 2011;

Zuraw B.L. et al., 2013). [Tepesary cnig BiggaBatu Cl-inribitopy
II71a3MOBOTO TIOXOJXKEHH, IpU3HadeHoMy 3a 1-12 rop (B igeani -
IpUOIU3HO 3a 2 TOf) {0 MpoleAypu. IKaTOaHT, ekanaHTUJ i peKoM-
6inanTHMIT miofcpkuit Cl-iHribiTOp A/st TAKOI Li/Ii He PeKOMEHI0-
BaHi y 383Ky 3 KOPOTIINM IepiofoM HamiBpo3magy. JJaHuX 1mopo
KOpOTKOCTpoKoBoOi mpodinakruku CAH 3 HOpManbHUM piBHEM
Cl-iHri6itopa Haf;3BUYAIHO MaJIO; IMOBIPHO, AOLIIBHIM € aHATIO-
rivnmi mipxin (Busse P.J., Christiansen S.C., 2020).

Y mocnipxenni K. Bork i cniBasr. (2011) 6y710 onineHo dacToTy
HaOpsKOBMX HAIIAZB MiC/Is BUAaeHHs 3y6a B 171 manienTa i3 CAH.
3a BifcyTHOCTI IpOdinakTuKy HabPAK 06MMYdst 260 MOTEHIiITHO
xurresarposnusuit HI' ciocrepirases B 21,5% narjienTis, a B pasi
KOpPOTKOCTpOKoBOI mpodinaktuku Cl-inribiropom - muure B 12,5%.
CepepHiit yac Mi>k BUaIeHHAM 3y6a Ta pO3BUTKOM HAIafy CKIafiaB
14,3 rop; paranbuux Bunaakis HI sadikcoBano He 6y10. ABTOpK
BUABIUIN 10303a7€XXHY 3aKOHOMIpHICTb: cepefi Malli€HTiB, AKUM
6yno BBegeno 500 MO Cl-inribitTopa, HabpsAKu criocTepirannucs
B 16%, a cepef xBopux, KoTpi orpumanu 1000 MO, - B 7,5% (puc. 2).
IlixaBo, W0 TAKKICTh IpOLefypy Ta IONEpeHiil aHaMHe3 He Kope-
JI0Ba/IM 3 IMOBIpHiCTIO T0siBY HAOPsiKy. Tak, gBom manientam i3 CAH
i3 3asHayeHol y fOCTiKeHHI KOropTy 6y/10 BiAaneHo Bci 32 3y6m
3a OIVH Bi3UT IO CTOMATOJIOTA, OJHAK >KOfIeH i3 HUX He 3a3HaB Ha-
6psikoBoro Hamapgy. Kpim Toro, geski xBopi Many Hamagm micys
TOMepefHiX BUaNeHb 3y0iB, ale B HUX He CIOCTepiraancs Hamagu
Py BUJIAJIEHH], BKTTIOY€HOMY [0 JOCTifIKeHHA.
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Puc. 2. YacTKa HabpAaKoBUX Hanagis nicna BUAaneHHa 3y6a
33 BiACYTHOCTi KOPOTKOCTPOKOBOI NPOINAKTUKM Ta Npu
npoginakTuuHomy BBegeHHi C1-iHribitopa (500 MO i 1000 MO)

Jlna posrocrpokosoi npodinaxruky B manientis is CAH, y T. 4.
y BaritHuX Ta oci6 i3 CAH 3 HopMabHuM pisHeM Cl-iHribitopa, Takox
ycminrHo 3acTocoBy0ThcsA Cl-iHribiTop m1asMoBOro MoXomXeHHsA
(Cinpait3) (Bork K. et al,, 2017; Zuraw B.L. et al., 2010; Garcia J.E.B.
et al., 2018). Kpim Toro, MOXXyTb IPU3HAYATICS MOHOK/IOHA/IbHI iHTi-
6iTOpHI aHTUTI/A 0 TIIa3MOBOTO KayTiKpeiny (managenymab; B Ykpaini
He 3apeeCTpOBaHMIL), aTeHYil0BaHI aHAPOreHN (JaHA301I), TPaHeK-
camoBa kucnota (Busse P.J., Christiansen S.C., 2020). Bigmosigno
To peKoMeH/ialliit BceciTHbOI opranisarii 3 aneprii i €EBpormneiicbkoi
axageMii aneprii Ta kminiuHoi iMyHomorii (2017), cxema foBrocTpo-
koBoi npodinaktyuku CAH mae 6yTu inguBinyanisoBaHoo 3i Bpa-
XyBaHHAM aKTUBHOCTi XBOPOOM, 4aCTOTU HaNafiB, IKOCTI KUTTS
Halli€HTa, JOCTYIHOCT] MeANYHO] JOIIOMOTY Ta MOX/IMBOCT] ZOCATTH
KOHTPOJIIO Halajly 3a JOIIOMOTroo Teparii 3a BuMorow. OcKinbku
i paKTOpy MOXYTb 3MiHIOBATHCS 3 IUIVHOM Yacy, JOBIOCTPOKOBY
podiNnaKTUKy CHif epernAfaTy Ipy KOXKHOMY BisHTi o miKaps
(wonaitmenme 1 p/pik). I3 MeTOI0 HOBrocTpOKOBOI MpODiNTaKTUKM
Cl-iHri6iTOp M/I1a3MOBOTO TIOXOKEHHS CITii BBOGUTH 2 P/TIDK; 1034
T 9aCTOTA BBEJEHHI TAKOX MOTPebyI0Th iHANBiAyamisanii. [TarienTy,
KOTPI Mif/IATAI0Th JOBTOCTPOKOBIiT MpodiTaKTHIi, HOBMHHI TAKOX
matu Cl-iHribiTop, examanTuy ab0 iKaTubOAHT /1 3aCTOCYBaHHS
3a Bumorolo (Maurer M. et al., 2018).

|
BucHoBKu

© CAH - piaxicHe 3aXBOPIOBaHHS, 0 YaCTO CYMPOBOMKY-
€TbCA 3aTPMMKOI0 BCTAHOB/IEHHA IPABMIbHOTO AiarHO3Y.

@ HI € HajineGe3neqHimmM i MOTEHIIITHO )XMUTTE3ATPO3IN-
BuM npoasom CAH.

© IloBHouinHe mikyBanHs CAH BK/II0OYa€ yCyHeHHs rOCT-
poro Hamapny, KOpOTKOCTPOKOBY Ta JOBIOCTPOKOBY IIPO-
(dimakTuky.

@ Cl-inri6itop mrasmoBoro moxomxeHus CiHpaii3
(«Takema») — eqUHNII Ipenapar, M0 3aCTOCOBYETHCA i AIst
HeraitHoro ycyHeHHs Hanmagy CAH, i pna npoginakTuku
(AKX KOPOTKOCTPOKOBOT, TAK i JOBTOCTPOKOBOI).
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CT1 inhibitor (human)

C1-IHIBITOP A4J14 BALLUNX MNMALUIEHTIB
I3 CNAAKOBM AHINOHEBPOTUYHNIM
HABPAKOM (CAH)

C1-IHTI, cxBaneHmn gna npodinakTUKn
Ta HEBIOK1IAOHOIro NiKyBaHHSA HaMaaiB

\ Y MNALIEHTIB ONTAYOro BIKY, NIONITKIB Ta
nopocnmx!

C1-IHTI, mnoHan 8 pokiB gocBiay
3aCTOCYBAHHA B KJTIHIUHIN NMPAaKTULLI?

o

1 bikcoBaHa Ao03a Onda PYTUHHOT
y NPodINaKTUKN ONA PI3HUX
BIKOBUX Py

MOXMJ/TMBICTb MOKPALLUNTU
AKICTb XXUTTSA®

SSS

k JNIKyBaHHSA, 9Ke gobpe
NnepeHoOCUTbCS?

HA3BA JIIKAPCbKOI'O 3ACOBY. CiHpain3 500 MO NopoLLOK i PO3YMHHUK A1 MPUFOTYBaHHSA PO3YMHY ANS iH'eKLT

AKICHUUN | KINbKICHUU CKNAL. KoxxHUI ofHOPa3oBuin hriakoH NOPOLLKY MIiCTUTb 500 MixHapoaHux ognHuub (MO) iHriGiTopy C1 (IIOAMHN), OAEP)XaHOro 3 nnasmMm AoHOPIB.Micna BIOHOBNEHHS oanH dhnakoH MicTuTe 500 MO iHribiTopy C1 (ntognHn) Ha 5
MJ1, WO Bignosigae koHueHTpauii 100 MO/Mn. OgHa MO ekBiBaneHTHa KifibkocTi iHriGiTopa Cl, MPMCYTHLOro B 1 M1 HOPMasbHOT JIIOACHKOT MnasMu.3arasbHUI BMICT GiNka Y BiHOBIEHOMY PO3UMHI CTaHOBUTL 15 + 5 Mr/mMs. TepaneBTUUYHI NOKa3aHHA. J1ikyBaHHs
i NpodinakTka HanaaiB aHrioOHEBPOTUYHOIO HabPsKY nepen NPOBEASHHAM npoLuenypu y AOPOCanX, NianiTkiB i Aiten (Big 2 pokiB i cTapLue) 3i cnagkoBMM aHrioHEBPOTUYHMM HabpsikoM (CAH). PyTuHHa npodinakTvka HanagiB aHrioHeBPOTUYHOIO HabpsaKy
Yy [OpOoCnux, NigniTkiB Ta Aiten (6 pokiB Ta cTapLue) 3 BaXXKMMU i peunanByouYMMn HanagamMmm CrnagkoBoOro aHrioHeBpoTUYHOro Habpsky (CAH), ski He nepeHocsaTb abo HeQOCTaTHLO 3axMLLEHI NepopanbHUM NPOMINAKTUYHUM NiKyBaHHAM, abo y NaLUIEHTIB, AKi
HeafeKBaTHO pearyoTb Ha MOBTOPHE HEBiAKNaAHe NikyBaHHSA. Cnoci6 3acTocyBaHHA Ta A03MU. JlikyBaHHA npenapatoM CiHpan3 cnig noynHaTv Nig HarnsaoM fNikaps, Sk Ma€ 40CBiA 4orNsay 3a NauieHTaMu 3i CNagkoBUM aHMOHEBPOTUYHUM HabpsakoM (CAH).
Bo3un. Jopoci. JlikyBaHHA HanaaiB aHrioHeBPOTUYHOIO HAaBPSAKY

* 1000 MO CiHpan3 npu nepLunx 03HaKax NoyaTky Hanagy aHrioHeBPO-TUYHOIO HabPSKY.

« Opyry no3y 1000 MO MO)KHa BBOAUTU, SKLLO NALLIEHT He BigpearyBaB alekBaTHO yepe3 60 XBUIMH.

« [1ns nauienTiB, aKi MaloTb ropTaHHi Hanaam abo SKLLO NOYaTOK NiKyBaHHS 3aTPUMYETLCS, APYTY [03Y MOXKHA BBOAUTU pPaHille, HixXX Yyepe3 60 XBUNH.

PyTnHHa npodinakTrka HanagiB aHrioHeBPOTUYHOIO HabPSAKY

* PekoMeHOOBaHa noyaTkoBa [03a AN1S PYTUHHOI NPOMINaKTUKKM HanaaiB aHrNioOHEBPOTUYHOIO HabpsiKy cTaHoBUTL 1000 MO CiHpal3 KOXHi 3 a0 4 foHi; iHTepBan [O3YBaHHS MOXXHA KOPUIyBaTW BiANOBIAHO 4O iHOMBIAYaNnbHOT peakuii. Cnin perynsapHo nepernsoatn
HeobXiaHICTb perynspHoi npodinakTuku npenapatom CiHpans.

MpodinakTyka HanagiB aHrioHEBPOTUYHOIO HAabPSAKY Nepes NPOBEeAEHHSAM NpoLeaypn

* 1000 MO npenaparty CiHpan3 NnpoTaroM 24 roanH nepen MeanyHor, CTOMaTONOrYHOK abo XipyPriYHOK NPOLEeaYPOto.

IMayieHTn anTaYoro Biky. MMigaitku. na NikyBaHHA, PyTUHHOT NpodiNakTukM i NpodinakTMkn nepen NnpoBeaeHHaM Npoueaypy y NigniTkie BikoM Big 12 4o 17 pokiB Ao3a Taka X, aK i ana gopocnux Jity. esneka Ta epekTUBHICTb Npenapaty CiHpan3 y Aiten BikoM
[0 2 POKiB He BCTaHOBMeHa. JaHi, Wo NiATPUMYIOTh pekoMeHaauii 3 4O3yBaHHSA Yy AiTel Monodle 6 pokiB, Ay»e oOMexeHi.flayieHTy niTHboro Biky. CneuianbHi AOCNIIKEHHA He NPOBOAUAUCE. [N NiKYBaHHS, PYTUHHOI NPOMINakTUKN i NpodinakTmkn nepen
npoBeaeHHAM Npouenypy Y NiTHIX NaUieEHTIB BIKOM 65 poKiB i cTapLue, f03a Taka X, SK | AN 4OPOCNUX. TalieHTH 3 MOPYLUEHHAM OYHKLUIT HUPOK a6o neyviHku. CneuianbHi OCNIOKEHHA He NPOBOAMINCH. [N NiKYBaHHS, PYTUHHOT NPOodinakTukm i NpodinakTnku
nepep NpoBeaeHHAM NpoLeaypn Y NaLiEHTIB 3 MOPYLUEHHAM (YHKLIT HUPOK aGo NeYiHKK fo3a NpenapaTy Taka X, 9K i A8 4opocnmnx.Cnocié 3acTocyBaHHSA. 19 BHYTRILHbOBEHHOIO BBeAeHHS. MpoTunokasaHHs. [inepyyTanBICTb 40 AiloYOT peYOBUHN a6Go Oyab-
AKOI 3 OMOMIXKHUX peyoBUH. MoBiuHI peakuii. MobiyHi peakuii Ha NikyBaHHA NpenapatoM CiHpan3 KNacudikytoTbCa 38 CUCTEMHO-OPraHHMMK Knacamm MedDRA Ta aGCOMOTHOK YacTOTO. B KOXHIM rpyni 4acTOTW NOGiYHI peakLuii NpeacTaBneHi B Nopsaky 3MeHLLEHHS
CepMo3HOCTI. YacToTh BU3HAYaOTLCA AK Ay»ke vacTo (21/10), uacTo (Big =1/100 go <1/10), He yacTo (Big =1/1 000 go <1/100), piako (8ig =1/10 000 go <1/1 000), ay»«e pigko (<1/10 000) i HeBIAOMO (He MOXYTb BYTI OLHEHI 3a HABHUMI AaHUMM). HanGinbLu NoLMPEHnMI
NOGIYHMMI PeaKLia MK, LLLO CNocTepiratoTbesa nicna iHdysii npenapaty CiHpais, Npo sKi NOBIAOMAANOCA Y KNIHIYHUX OOCNIOAKEHHSX Ta NICNAPEECTPaLinHNX 3BiTax 6ynun: [TopyLUeHHS 3 60KY iMyHHOI cucTeMu: peakLis NiaBULLEHOT Yy TIMBOCTI. [TopyLueHHS 3 60Ky HepPBOBOI
cUCTeMuU: TONIOBHWUI Bislb, 3aNaMopOUeHHst. [TopYLLIEHHS] 3 GOKY LLTYHKOBO-KULLKOBOI CUCTEMU; HY[OTa, OMIIOBaHHSA. 3 GOKY LUKIPU Ta MIALIKIPHUX TKaHUH: BACUM, epUTeMa, CBepOXK. 3arasibHi MOpYLLEHHS Ta peakuii y MiCLi 3aCTOCYBaHHS: BUCUM/epuTeMa Y MicLyi IH EKLLT,
6inb y Micui iHgy3ii, rinepTtepmia. TepMiH NpuAATHOCTI. 2 PokK. MNpenapaT HEOBXIAHO BUKOPUCTATWU OApasy MiC/A BiOHOBNEHHS. MNpoTe XiMiyHa i didnyHa CTabifbHICTb NPU BUKOPUCTaHHI Byna NpoAeMOHCTPOBaHA MPOTAroM 3 roAMH Npw KiMHaTHIN Temnepatypi (15°C -
25°C). Oco6nuBi 3ano6iXkHi 3axoau npu 36epiraHHi. 36epirath Npu_TemnepaTypi He BuLe 25°C. He 3aMopoxyBaTu. 36epiraTv B OpuriHasbHI ynakoBLi 1S 3aXMCTy Bif cBiTNa. BnacHuK peecTtpauiiiHoro noceigueHHs. LLaiep Cepsice3 BVBA (ShireServices BVBA),
Pio MoHTomep 47, B - 1000 Bptoccens, Benbris. HOMEP PEECTPALIIMHOIO NOCBIAYEHHS: Ne UA/17978/01/01 Big 17.03.2020

Mocunanusi: 1. Maurer M, Magerl M, Ansotegui |, et al. The international WAO/EAACI guideline for the management of hereditary angioedema - the 2017 revision and update. Allergy. 2018.
https://doi.org/10.1111/all.13384. Published online January 10, 2018. 2. Cinryze (C1 inhibitor [human]) Summary of Product Characteristics. March 2018. 3. Lumry WR, et al. Allergy Asthma
Proc. 2014;35:371-376.
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