CINRYZE"

CT inhibitor (human)

C1-IHIBITOP AJ1IA BALLUNX MALIEHTIB
I3 CMAAKOBAM AHIMNOHEBPOTUYHWM
HABPAKOM (CAH)

C1-IHTI, cxBaneHun onga npodinakTUKm
Ta HEBIOKNAOHOIO JlIKyBaHHSA HanagiB

AN Yy NALLEHTIB ANTAYOro BiKY, NiANITKIB Ta
popocnnx!

C1-IHTI, mnoHap 8 pokiB gocBiay
3aCTOCYBAHHSA B K/IHIYHIM NPAKTULLI®

o

1 hikcoBaHa go3a ana PYTUHHOI
y NPOMINAKTUKN ONS PI3HUX
BIKOBUX Fpyn

MOXJIMBICTb MOKPALLNTU
AKICTb XUTTAS

SSS

k NiKyBaHHS, SKe gobpe
nepeHoOCUTbCHA?

HA3BA JIIKAPCbKOTO 3ACOBY. Citpaits 500 MO MOPOLIOK | POSUMHHIK ANl MPUTOTYBAHHA PO3UMHY AN iH €KL
SAKICHWM | KTBKICHUA CKINAL. KOXHUI 0AHOPa30BUit hNakoH NOpOLKY MICTUTL 500 MixxHapoaHux oanHnube (MO) iHriGiTopy C1 (I1oAvHYM), OAEPXKaHOTo 3 NNa3Mu AOHOPIB.MICNS BIAHOBNEHHS OANH (NakoH MiCTUTL 500 MO |Hr\6|'ropy Cl1 (mo,qMHM) Ha 5
M, LLO BIANOBIAAE KOHUEHTPaLil 100 MO/Mn. OpHa MO eKaiBaneHTHa KinbKOCT IHriGiTopa Cl, MPUCYTHBOTO B 1 M HOPMAbHOT JIOACHKO! M1a3Min.3aralbHHit BMICT GKa y BIRHOBMIEHOMY PO3UMHI CTAHOBMTb 15 + 5 M/,

i npocinakTuka Hanaais aHrioHeBPOTUYHOIO HaBPsIKY nepes Npo! npouenypu y , NipniTkie i Aiten (BiA 2 Pokis i cTaplue) 3i CNaAKOBUM aHMOHeBPOTUYHUM HabpsakoM (CAH). PyTuHHa npodinaktuka Hanaaie aHI’IDHEBDOTMHHOI‘O HabpsaKy
Y BOPOCINX, MANITKIE Ta AiTelt (6 POKIB Ta CTApLIE) 3 BAXKUMY | PELUAVEYIOHUMI HANAAAMM CTIAIKOBOTO aHTIOHEBPOTUHOIO HAGPSIKY (CAH), SIki He NePEeHOCATH A60 HEAOCTATHLO 3aXVLLEHi MEPOPAbHUM NPODINAKTUYHUM JKYBaHHSM, A60 Y NALIEHTIB, SKi
HeafleKBaTHO pearylTb Ha NOBTOPHe . Cnoci6 Ta posu. Jli npenapatom CiHpait3 cnig noYnMHaTV Nig HarNsAoM Nikaps, AKUA Ma€ AOCBiA AOrNSAY 3a NauieHTaMu 3i CNaaKoBUM aHrOHEBPOTUYHMM HabpskoM (CAH).

Do3u. Jopocsi. JiKyBaHHS Hanaig aHroHEBPOTUUHOMO HABPAKY
1000 MO CiHpait3 Npu NepLIi X 03HaKax NOYaTKy Hanagy aHrOHEBPO-TUYHOMO HAaBPAKY.

+ Opyry posy 1000 MO MoXHa BBOAUTK, SKLLO NaUiEHT He Biapearyeas agekBaTHO Yepes 60 XBUIUH.
+ [ns nauieHTis, AKi MaloTb ropTaHHi Hanaau abo AKLLO NOYATOK NiKYBaHHA 3aTPMMYETLCS, APYTY 03y MOXHA BBOAMT PaHiLLe, HiXK Yepes 60 XBUMMH.
PyTWHHa NpodinakTika Hanaaie aHrioHeBPOTUYHOMO HaGPSIKY
+ PekoMeH[10BaHa NOYaTKOBa /1033 U1t PYTUHHO! MPOMINAKTVKM HaMafiB aHrOHEBPOTUYHOMO HaBPSIKY CTaHOBMTL 1000 MO CiHpaits KoXHI 3 a60 4 AHi; iHTEPBaN A03yBaHHS MOXHA KOPUryBaTH BIMOBIAHO 0 IHAMBIAYaNbHO peakuii. CAii perynsSipHo Nepernsaati
HeobxiaHICTb perynspHoi npodinakTkm npenapaTtom CiHpains.
MpotinakTuka Hanaais aHrOHEBPOTUYHOTO HABPAKY NEPEs NPOBEAEHHAM NPOLEAYPU
*+ 1000 MO npenaparty CiHpai3 npoTsroM 24 roavH nepen MeanyHoIo, CTOMaTosOrN4HOI0 a60 XiPYPrivHOK NPOLEeaypoio.
TMauienT ATSHOro BiKy. MiANITKY. N5 NIKYBaHHS, PYTUHHOI NPOhINAKTKY | NPOGINAKTIKM Nepef NPoBeAeHHAM NPoLeAYPY Y NIANITKIE BiKoM Bin 12 A0 17 POKis A03a Taka X, ;m i :uw nopocnnx Jitn. Besneka Ta eeKTUBHICTL npenapaty CiHpaits y AiTeit Bikom
[0 2 pOKiB He BCTaHoBMeHa. [aHi, Wo NiATPUMYIOTb PeKOMeHAaUIll 3 4o3yBaHHA Y AiTel MonoAwe 6 pokis, Ayxe obMexeHiflayieHTn iTHoro Biky. CneujanbHi A e n Ona . PYTUHHOT NPOMINaKTUKK i NPOinakTHkn nepea
NPOBEAEHHAM NPOUEeAYPYM Y NIITHIX NaLIEHTIB BIKOM 65 POKIB i CTapLue, A03a Taka X, AK | AN AOPOCNUX. [TaUIEHTH 3 MOPYLIEHHSM (DYHKUIT HUPOK a6o nediHky. CneujansHi nocnlm«ewq He NPOBOAVAUCE. NS NiKYBAHHS, PYTUHHOT NPOMINAKTUKM | NPOMINAKTUKI
nepeq NPOBEAEHHAM NPOLEAYPW Y NaLIEHTIB 3 NOPYLIEHHAM YHKLIi HMPOK a6o neudiHky 4O3a Npenaparty Taka X, Ak i Ans Aopocnx.Cnoci6 3acTocyBaHHA. [1NA BHYTPILLHLOBEHHOO BBEAeHHS. MPOTMNOKa3aHHs. [MinepyyTAMBICTb A0 Ailouoi peyoBMHM abo Gyab-
AKOI 3 AOMOMDKHUX peqoByH. Mo6iuHi peakuii. MoBiuHi peakuil Ha NikyBaHHs npenapatoM CiHpai3 KNacuMIKyIoTbCS 3a CUCTEMHO-OpraHHUMK Knacamyt MedDRA Ta aGCOMIOTHOIO YACTOTOK. B KOXHIN rpyni 4acToTW NOGiuHi peakwil NpeAcTaBeHi B MOPSAAKY 3MEHLEeHHs
CepI03HOCTI. YaCTOTH BI3HAUAIOTLCS K AyXke UacTo (21/10), uacTo (sig 21/100 Ao <1/10), He uacTo (sin 21/1 ooo Ao <1/100), piao (sia 21/10 000 a0 <1/1 000), Ayxe piaxo (<1/10 000) i HEBIAOMO (He MOXYTb GyT OLIiHEHi 3a HasIBHUMM aHMY). HalGINbLL NOLLMPEHIMU
NOGI4HMMM peakLUisiMK, Lo cnocTepiraloTbes nicns \H®y3H npenapaty CiHpaii3, Npo siki NOBIAOMAANOCS Y KNIHIYHNX AOCTIIKEHHSIX Ta NICIAPEECTPALIINHIX 3BiTax Gyni: [TopyLIeHHs 3 GOKY iMYHHOI cMCTeMu: peaKuis NIABULLEHO! YyTNBOCTI. [TopyLLIEHHS! 3 60Ky Nepsosol
CUCTeMM: TONOBHI Girlb, 3aMaMOpPOUeHHS. 11c 3 6OKY i cuCTeMu: HYROTa, GNIoBaHHS. 3 GOKY LUKIDH Ta MIAUIKIDHYX TKHWH: BUCHT, @DUTEMa, CBEPGIK. 3arabHi NOPYLIEHHS Ta PeakLii y MICUi 3aCTOCYBaHHS: BUCHIn/epuTeMa y Micui IH eKui,
5U’|b ¥ Micui iHcysil, rmeprepw;l TepMIn NPUAATHOCTI. 2 poku. Mpenapat Heo6XIAHO BIKOPVCTaTH Ofpa3y NiCna BIAHOBNEHHS. MpoTe XiMiuHa | di3nuHa cTaGinbHICTb NPU BUKOPUCTaHHI Gyna NPOAEMOHCTPOBaHA MPOTArOM 3 rOAVH NPW KiMHaTHIN Temnepatypi (15°C -

5°C, axoan 36epiratit Npu TemMnepatypi He Bulle 25°C. He 3aMOpoxKyBaTU. 36epiraTi B OpuriHasibHii YNakoBLi Ans 3axMCTy Bin CBiTNa. BlacHWK peecTpauiiiHoro nocsigueHHs. LLanep Cepsices BVBA (ShireServices BVBA),
PK} MoHToitep 47, B - 1000 Eplocceﬂb Benbrm HOMEP PEECTPALIINHOIO MOCBIAYEHHS: Ne UA/17978/01/01 gin 17.03.2020

Mocunanns: 1. Maut rl 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/WOml/aHBSBA 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
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CnagKosuii anzionespomuynuii HaGpax
| npakmuui cimeiino2o niKaps

AHrioHeBpoTU4HMIi Habpak (AH) - ue He6onicHe HabpsAkaHHA NipWKiPHUX

a60 nigcnu3oBuX TKaHUH 6yAb-AKOT AiNAHKYM Tina BHACAiAOK NiABULLEHOT NPOHNUKHOCTI
CYAVH i, BignoBigHo, excTpaBa3auii piguHu. AH 3aaTeH CIPUYNHATY KNiHiYHY
CUMNTOMATUKY BHAC/TiA0K TUCKY Ha HAaBKOMMLIHI CTPYKTYPU, a TAKOX 3arpoxxyBaTtu
MKUTTIO 32 YMOBU PO3BUTKY B auxanbHux wnsxax (Hoyer C. et al., 2012).

TouHMit MexaHi3M Mif{BUIEHHA IPOHMKHOCTI CyMH
3aJIKUTD Bijf IaTONOTiYHOTO CTaHY, IO CIPUYNHIB
AH. 3okpema, Ipu aneprivHUX peakuisx BiH € Ha-
CiIKOM JerpaHynALii onacucTUX KAiTUH, IPU Ji-
KyBaHHI iHIi6iTOpaMy aHTiOTeH3NHIIEPETBOPIOBAIb-
Horo pepmenty (IAIID) - HakonmyeHH: GpajuKiHiHy,
3a ymoBu criajkooro AH (CAH) - Hecraui inri6iropis
Cl-ecrepasu (Cl-iHri6iTopiB), 10 TaKOX MifBULLYE Pi-
BeHb Opagukininy. IleBna yactka AH e igionarnaunmn
(Hoyer C. et al., 2012).

CAH: enigeMionorin, etionatoreHes,
KNiHiYHa KapTUHa

Tomupenicte CAH cranoBuTb 1:50 THC.; XKiHKMI
Ta YOJOBiKM CTPaXKJAIOTh Ha Iie 3aXBOPIOBAHHA OJIHA-
koBo 4acto (Hoyer C. et al., 2012). JTnme 8 CIIA CAH
[OpiYHO BUCTyHae npu4muHow0 30 Tuc. rocmirTanisa-
1iit o Bigpinens HeBigknaguoi gonomoru (Moore G.
etal., 1988).

CAH nopinserscs na gBa Tumm: npu 1 tumi (85%
BUIA/KiB) IPUYNHOI XBOPOOU € MOPYLIEHHS BMU-
po6nenus Cl-inribitopa, a nmpu 2 tumi (15% Bumaj-
KiB) — AucdyHKis nboro Ginka. YenagkyBaHHs 060X
IIMX TUIIIB € aBTOCOMHO-JIOMiHAHTHUM, X04a 20-25%
BUIIA/IKiB € HAC/TiIKaMy CIIOHTAHHUX MyTaliit. Onu-
CaHO TAKOX 3 THII, y Pasi KOTPOTO i piBeHb, i GyHKiA
Cl-inribitopa € HOpMaIbHMMM, IIPOTE MYTALlis FeHa
XII akTopa 3ropTaHH:A KPOBi CIPUYMHSAE HafMipHe
Bupobnenus kininy. Ileit cTam TpanmAeTbCs auIIe
B )KiHOK; BBa)Ka€ThC4, IO BiH 3UerieHuit 3 X-XpoMmo-
comoro (Hoyer C. et al., 2012).

Cumnromu CAH 3asBuyail HpoABIAITbCA Ha Iep-
it a6o ppyriit gexkapi xurrs. Y 75% mnauieHris mep-
wuit vanag CAH craerses go 15 pokis. XBopo6a
TPMUBAE IPOTATOM XUTTA TOAMHM, IPOTE 3 ITMHOM
Yacy BUPaXKeHiCTb CUMITOMIB 3MEHIIyeThCA. IMOBIp-
HICTh HAOPSKY FOPTAHI IIPOTATOM XUTTH CTAHOBUTD
6rmm3bKo 70%; yacToTa CMepTi Bii IIbOro BUY HAOPAKY
Ta oB’A3aHoi 3 HuM acdikcii - 15-33% (Hoyer C. et al.,
2012). Axmo CAH sanuimaeTbcs HeiarHOCTOBAHNM,
iMoBipHicTb acdikcii 3pocTae mpubnusno B 9 pasis
(Bork K. et al., 2012).

Hecraua Cl-inri6iropa mopymye ¢pynxuio Cl-
ecTepasy — nepioro GakTopa KIaCMYHOro UIIAXY
CHUCTeMM KOMIITIEMEHTY, @ TAKOX Ki/lbKOX iHIIMX IIpO-
Teas. YHACM/[OK 1IbOTO BUHMKAE HEKOHTPO/IbOBAHA aK-
THUBAIifl CUCTeMY KOMIITIEMEHTY 3 BUBi/TbHEHHAM Ba30-
AKTUBHUX i XeMOTAKTUYHNX MENTHHIB, 0 IPU3BOAUTD
JI0 MiJBUILEHOI IPOHMKHOCTI CyAMH, BasofMuaaTanii
Ta CKOPOYEHHs1 HEIIOCMYTOBaHMX M3iB cyuH. I1i maro-
TeHeTMYHi TaHKM, CBOEI0 4eproo, CIPUYNHAIOTD IOCT-
puit 10KanisoBaHUIT TBepAKUil 06MexxeHNT HabpsK
6e3 cBepbexy Ta modyepBoHiHHA. Takuit HAOPAK MOXe
BUHMKHYTHU B OyAb-AKill finAHLi Tima, B TOMY 4mCi
B CTiHIIi KMITEYHUKY YU [UXANTbHUX MIIAXIB, a/ie Hail-
vacriure ypaxxaetoca obnuuus (ry6u, mosiku, A3uK),
KiHIiBKM Ta reniranii (puc. 1-3). 3a3Buyait HabpsK yTpu-
MYETbCA 2-5 IHIB i CHOHTAaHHO 3HNMKAE; aJipeHaIiH, cTe-
PpoinHi it aHTUTiCTaMiHHI Ipenapaty € HeeeKTUBHIMMU
(Hoyer C. et al., 2012; Bork K. et al., 2012).

Hanmagam CAH 4acTo mepepye mpojpoManbHuUiL
epiof], CMMITOMaMI KOTPOTO € BTOMa, 3arajibHe He-
3]y’KaHHS, [Iepertafi HacTpolo, 6inb y cyrmobax i M-
3aX, HYJI0Ta, crpara 4u erythema marginatum (puc. 4).
Ocranns sigcytna npu CAH i3 HopManbHuM piBHEM
Cl-inri6iropa (Hoyer C. et al,, 2012; Bork K. et al., 2006,
2012; Henao M. et al., 2016).

TIpnunHaMy HamaiB MOXYTb OyTH Taki YMHHUKIH,
AIK CTOMATOJIOTiYHe Ta XipypriuHe /iKyBaHHS, TPaBMa,
crpec a6o isnuHe nepeHaBaHTaXKeHHs, iHeKILii, BXu-
BaHHA aJIKOTOJTI0, BBEJIeHH:A aHECTeTHKiB, MEHCTpYaIlid,
BXMBaHHs NeBHUX MefyukamenTiB (IATI®, ecrporenn).
Binbuics Hanazis e cnonTanHnmu (Hoyer C. etal., 2012;
Bork K. et al., 2012).

Kniniuna cumnromatuxa AH sanexuts Bif ypa-
sxeHoi ginauku. locuts vacTum Asumem y pasi CAH

Puc. 1. NauienTka i3 CAH npu Haaxoa:KeHHi Ao nikapHi (A, b)
Ta yepe3 8 AHiB nicnA nikysaHHA (Hirose T. et al., 2017)

Puc. 2. CAH y iHKu 54 pokis: A - no3a Hanagamu;
B 1a B - yepe3 2 Ta 6 rog nicnA No4aTky oAHOro Hanaay;
[ - yepe3 npn6aM3HO 5 rog NicnA NoYaTry iHWOro Hanagy
(Ebo D.G., Bridts C.H., 2012)

Puc. 3. Komn'toTepHa ToMorpacdia opraHis 4epeBHOi NOPOHHNHU
niA vac Hanapy CAH: Ha6PAK CTIHKK KULLEYHUKY NO3HAYEHO
CTpiNKamu, acuut - TpUKyTHUKamu (Hirose T. et al., 2017)

Puc. 4. Erythema marginatum npu CAH (Zuraw B.L., 2008)

€ AiarHOCTUYHI IOMMIIKHM, OCKIZIBKM CUMITOMMU HAOPSKY
CXOi Ha CMMIITOMM TAaKMX YacTillMX KAiHIYHMX cTa-
HiB, fIK a/leprid, aleHIMLUT, CIIa3M XOBYHOTO MiXypa,
AMBEPTUKYIIT, CUHAPOM TIOJPa3HEHOTO KMIIEYHUKY
(Hoyer C. et al,, 2012).

AH cn130B01 06070HKH Ta CTIHOK KMUIEYHNKY IPHU-
3BOZIUTD 0 KOMIIpeCii f10ro mpocBiTy, mosaBu 6nr0BaHHA

it piapei. EkcrpaBasaijis piiuHu B cepo3Hi 060I0HKI
MOXKe CIIPUYMHATY PeLUAMBHMIT aCIUT, AKUIT MUHAE
CIIOHTAHHO. Y 3BA3KY 3 TAKMMM K/TiHIYHMMIU O3HAKAMMU
CAH nocigae BaroMe micie B cxemax AudepeHuiii-
HOI HIarHOCTYKM PeLUAMBHOTIO HEIIOACHIOBAHOTO 6010
B xuBoTi (Gabos G. et al., 2017).

AiarHoctuka CAH

Jlo BcranoBnenns aiarnosy CAH wacro munae 6arato
vacy: 3a fanumu A. Zanichelli ta criiBaBr. (2018), Tpusa-
JCTD AiarHOCTUYHOI 3aTPUMKY CTAHOBUTD 1,4-8,5 poky
Bify MOMeHTy nosBu cumnTomis. Crify 3ayBa>kuTu, 1110
B Pasi BifICyTHOCTi CBOEYACHOTO IIPABU/IbHOTO JIiarHO3Y
TaKUM IallieHTaM MOXKHA 3aBJaTM 3HAYHOI ATPOTeH-
HOI LIKOAY 4epe3 3ajiBi iHTepBeHIiliHi 1iarHOCTUYHO-
nixysanbHi npouenypu (Persiani R. et al., 2006).
A. Valerieva ta cuiBasr. (2018) onvicanu KiiHiYHMIT BU-
MaJioK 90/I0BiKa, KOTPUIl CTpaXK/laB Ha 60711 B )KMBOTI
3 8 poKiB, epeHic Kilbka eH0CKOIil Ta ypreHTHUX
XipyprivHux BTpydaHb i3 NpuBOAY Lux 6omis. [liaruos
CAH y uporo 4ornoBika 6y/10 BCTAaHOB/IEHO JINILE Y BiLji
70 POKiB, ITiC/ISA TOTO AAK Y 10T0 OHyKa [OYa/I 3 ABIATUCA
CNOHTAaHHI HAOPsKY 06/MMYYsA Ta CIM30BOI 0OOTOHKM
POTOBOI OPOXKHUMHM, TOXK GIM3bKUM pofudaM 0y/0
peKOMeHI[OBaHO HpOi[TM TeHeTU4YHEe TeCTyBaHHﬂ.

3asBuyait y manientis is CAH mae micne cimeitamit
anamHe3 AH, xova geaxi Hocii MyTauii rena Cl1-iHri6i-
Topa 3anumanTbes 6escumnromunmu. CAH crip 3a-
nifo3puTy B pasi penyuauseux Hanagis AH. ITigospy
MiITBEP/KYIOTh CiMeIHMIT aHaMHe3, TI09aTOK CUMIITO-
MiB y ANTAYOMY/IIATITKOBOMY Billi, permpauBHuii 6inb
Y KMBOTI, I105iBa HAOPAKIB BEPXHIX [MXa/bHUX LI/IA-
XiB, BiICyTHICTb BifjIIOBifi Ha aHTHUTiCTaMiHHI 3ac06M,
ITIIOKOKOPTUKOIAM I afipeHaliH, HaABHICTb IPOJPO-
MaJIbHUX CUMITOMIB Ta/ab0 BiiCyTHICTb KPOIMBAHKM.
33 Haf[BHOCTi OuX O3HAK C]'[i)l HPOBCCTM BU3HAYEHHA
dynxiii Cl-inribiropa, a rakox 6inkis C1E ta C4. ko
Gyb-AKWIT i3 TTOKA3HNKIB € AHOMAa/IbHO HU3BKUM, CIIiJ|
nosroputyt aHanis. IIpy CAH 1 Tumy it KOHIeHTpaIlid,
it ymict Cl-inribiropa 6yayTh HM3bKMMM, HATOMICTH
npu CAH 2 tuny xonuenrpaunis Cl-inribiropa 6yze
HOPMA/IbHOIO Y Ii/IBUILEHOI0, a QYHKIIisA — 3HIDKEHOIO.
PiBui C4 3a3Bnyaii € Husbkumu B narienTis i3 CAH o60x
tumnis. Cexsenysanns rena SERPINGI mosxe gomomortu
B IEAKMX BUIIAJKaX, Hanpm(na)l y pa3i npeHaTaanOi
I[iaI‘HDCTI/I](M 4 OnA BUABJICHHA MOSa'l'LIM3My, HPOTC
6ioximiune BusHauenus pisus Cl-inribiropa € edexrus-
HVIM i fleleBIINM 3a reHeTHYHMIT aHanis. OkpiM Toro,
npu ceksenyBanti [THK MoxyTb 6y BusiBieni He Bci
myranii (Pekomenganii Cirosoi opranisanii ameprii
Ta €BponelichKoi acorianii aneprii Ta kaiHi4HOI iMyHO-
sorii, 2017). XBopoOy MoXKHa BUSABUTH B Gy /b-sKIil 4ac,
y Tomy uncri nosa nanagom (Hoyer C. et al., 2012).

IoBigomneno mpo mifBuuieHHA BMicTy D-mumepis
nip vac manmanis CAH (Reshef A. et al., 2015), ane ueit
IIOKAa3HUK € HCCIIeLU/I(‘lJi‘{HMM i TOMY HE MOXe H_U/IPOKO
BUKOPUCTOBYBATHCA /IS JiarHOCTUKM. 33 YMOBY HeJ0-
crynHocti BusHadenHs Cl-inribiropa B crapToBiit fia-
THOCTHII MOYKE JJOTIOMOTI'TY BU3HAYEHH S aKTUBOBAHOTO
4aCTKOBOTO TPOMGOIIACTHHOBOTO Yacy, o npu CAH
6yne smenuennM (Bork K., Witzke G., 2016).

OudepeHuitHa giarHocTuka CAH

Baxxuso pospisuaru CAH i kxponus’aHKy pisHOro
renesy. Kpaiiosa epurema (erythema marginatum), mo
iHOJi 3AB/MAETBCA B mpojpoManbHomMy mepioni CAH,
3a BUIJIAOM MOXKe HarajyBaryi KponussHKy (puc. 4),
[IPOTe B NEePIIOMY BUNAJKY BIACYTHIil CBEPOIXK, SKMit
Jlae 3MOTry npocTo BifgpisHuTy 1i cranu. e oguum
Ba)K/IMBYMM JIiarHOCTMYHUM KPUTEPIEM € Te, 110 mpu
KPOIMB'AHII TPUBAMCTh HAOPAKY CTAHOBUTD <24 rOf,
a npu CAH Bin moxe yrpumysaruca 3-5 ni6. Ha Bin-
miny Bif CAH, kponms’saHKa BifjoBifae Ha TiKyBaHH:
AHTUTICTAMIHHUMU 3a506aM]/[, I‘IIIOKOKOPTMKOII[&MI/I
it afpenaninom (Valerieva A. et al., 2018).

Aneprivanit AH nposABnA€eTbcA MOYEPBOHIHHAM
Kipy Ta KponusstHKoo (70% BumajiKis), 6poHxOCITa3-
MoM (40%), cepLieBO-CYAMHHUMM PO3/IaaMu Bij rino-
TeHsii o 3ynmuHky cepus (75%). J/is miATBEpAKEHHS
niarnosy aneprivnoro AH sacTocoByeTbcs BU3HA-
YeHHsA TPUITA3Y OMACUCTUX KITUH Y CUPOBATL{i KPOBi.

IIpomoBikeHHs Ha cTop. 8.

3n0pQBA. YKpainn
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ITpogos:xenns. IloyaTox Ha crop. 3.

SIx1mo piBeHb MiiBUILEHNIA, OLiITbHUM € IPOBEIEHH I IPUK-
TecTiB i BU3HavYeHHA crienudivnux imyHorno6yninis E. [lia-
rHO3 imiomaTuaHoro AH BCTaHOBMIOETHCA NIISXOM BUKITIO-
yeHHs iHmmx npuaud AH. AHrioHa6psAK yHaCTiIOK mpuiioMy
IATI® Bunuxae B 0,1-0,5% marjieHTiB, AKi NpUIIMaOTh 1Ii Ipe-
HapaTy; fiarHOCTHKa Iepefbadae peTenbHMIT 36ip MefYHOrO
aHaMHe3y. Y TaKMX XBOpUX HaOpsK 3a3BUYall ypaskae ryou
Ta pOTOBY NOpO>KHUHY, piBHI C3 Ta C4 € HOpMaNbHUMY, A BU-
nagku AH y popusi BincytHi (Hoyer C. et al., 2012).

NikyBanHa CAH

Ockinbku CAH e reHeTMYHO leTepMiHOBaHUM 3aXBOPIO-
BaHHAM, €TioTponHe NiKyBaHHA BificyTHe. TepaneBruyni
crpaterii npu CAH ¢oxycyloTbcs Ha ycyHeHHi Ta npodinax-
TUIIi HallajiB, 3MeHIIeHHi 3aXBOPIOBAHOCTI Ta CMEPTHOCTI,
MOKpalleHHi AKOCTi XUTTA. ICHye I1Ba OCHOBHI HmifixoAu
7o Tepamii: TiKyBaHHA FOCTPUX HaNlafiB Ha BUMOTY Ta IIPO-
¢inaktuyna repamis (Longhurst H., Bork K., 2019).

JlixyBanHs roctpux Hananis CAH nepenbavae mBupky
intyb6ario 41 HaBiTh HEBifK/IagHY TpaxeocTOMil0 B pasi
ypakeHHs [UXanbHUX UUIAXiB. [/ mpodinakTuky 3acro-
cosyerbcs Konnenrtpar Cl-inribiropa (Hoyer C. et al., 2012).
Taxuit KOHIIEHTPAT BUKOHYE (YHKIil BIaCHOTO BiffICyTHHOTO
4 [uchyHKIIOHATBHOTO 6inKa-iHribiTopa, perymmondn mpo-
nykuio 6pagukininy. Konngenrpar Cl-inribitopa Moxe 3a-
CTOCOBYBATHUCS He JIUIIe /1A NpoQiTaKTUKY, a I /1 3HATTA
roctpux HanafiB CAH (Craig T.]. et al,, 2009; Zuraw B.I.
etal., 2010; Riedl M. A. et al., 2014), y ToMy 4mcii y BariTHUX
(Betschel S. et al., 2019).

[IpesentusHe nikyBaHHAa CAH Bkar0Yae KOpOTKO-
TepMiHOBY Ta JOBroTepMiHoBy mpodinaktuky. Koporko-
TepMiHOBa mpodinaKkTuKa MpU3HAYAETHC MaljieHTaM
i3 CAH nepep cutyaniamy, sgaTHUMU COPUYMHNUTY HaIIaf

i iHmyuMy iHBasMBHUMU BTpydaHHAMM (Maurer M.
et al,, 2018). Y uux Bumagkax xounertpar Cl-inribiropa
€ eexTUBHUM 3acoboM i fobpe nepenocurncs (Bork K.
et al., 2011). loBrorepmiHoBa mpodinakTuKa cipsiMoBaHa
Ha 3HVDKeHHs yacToTy Ta TsDKKocti HanaziB CAH. [Totpeba
B JOBroTepMiHOBIiit mpodinakTui € iHAUBiRyaIbHOIO I 3a-
JIEXUTD BiJj TAKMX YMHHMKIB, AK 9aCTOTa Ta TAXKKICTD Ha-
najiB, T0Kanisalisa HabpsKy, HasgABHICTb KOMOPOITHUX CTa-
HiB, MOXX/IMBICTb iX KOHTPONIOBATH 3 JOIOMOTOI0 Tepamii
Ha BuMory (Longhurst H., Zinser E., 2017). ¥ nanieHTis,
SIK1 MiA/ATa0Th ZOBrOTEPMiHOBI mpodinakTuLi, BapTo
IPOBOJUTH PErYIAPHUIT MOHITOPMHT e(eKTUBHOCTI Ta IIe-
peHocumocri nikysanus (Maurer M. et al., 2018). ITpu CAH
i3 HopmanbHuM ymictom Cl-iHribiTopa TakoX Ipu3Hava-
erbcs koHIeHTpar Cl-inribitopa (Bork K. et al., 2017, 2018;
Bafunno V. et al., 2018).

Ockinbky gna nikyBanusa CAH mapgssmyaliHo BaXx-
JMBUM € AKOMOTa LIBMJIIIE BBeJleHHA Ipemnapary, Csi-
TOBa OpraHisalis aneprii pekoMeHJye HaBYaTM Nal[i€HTIB
i 4neHiB iXHIX ciMell caMOCTifHO BBOAMUTU HeoOXigHi
niku (Maurer M. et al., 2018), 60 nmikyBaHHA B Megu4-
HOMY 3aKJaJi CYyIpPOBOJIKY€ETHCA NMEBHOI 3aTPUMKOI0
B 4aci, mo Moxe 6yTu daranbHo0 B pasi HaOpsAKY rop-
taHi (Longhurst H. et al.,, 2010). CamocriiiHe BBefleHHS
koHIeHTpary Cl-iHribiTopa mMOKpamye sKiCTb XUTTH
Ta NiBUIIYE HE3a/leXHICTh MallieHTa, 3MEHIIYE CTpax
mepes HalajaMy, la€ 3MOT'Y BIaCHOPYY KOHTPOTIOBATHU
XBOpOOY Ta BIZTHOBNUTH Mpalle3ZaTHICTD i 0COOMCTE XXUTTS
(Longhurst H. et al., 2010; Bygum A. et al., 2009).

BucHoBKM
1. CAH - piakicHe reHeTH4He 3aXBOpIOBaHH, 1II0 XapaK-
TePU3YETHCA CYTTEBUM IOTipIIEeHHAM SAKOCTi )KUTTS, 3HAY-
HOI0 KiIbKICTIO JiaTHOCTUYHUX ITOMMUJIOK 1 MMOTEHIIITHOO
33aTPUMKOIO BCTAHOBJ/IEHH I IPABU/IbHOTO JIiaTHO3Y, BUCOKUM
PU3MKOM CMepTi Bif acikcii.

2. CAH cnip 3anifo3putyu B nalieHTiB i3 peyuausaum AH
6e3 KpONMUB'AHKM 4yl B 0Ci6 i3 pelyuuBHMM 60IEM Y )KMBOTI
6e3 BMAB/IEHOI iHIIOI IPMYNHY, 0COOMNBO 32 HASBHOCTI Ci-
MEITHOTO aHAMHE3Y.

3. IOns piarnoctuku CAH Heo6xigHO BU3HAYaTy piBeHDb
6inka xommaeMenty C4, a Takox piBens i ¢pynkuiro Cl-
inribitopa.

4. KnrogoBuMu MomeHTaMu ArdepeHIiiHOL JiarHOCTUKY
€ HaABHICTb CiMEJIHOTO aHaMHe3Y, 3HaYHa TPUBAJIICTh Ha-
OpsKy, BIACYTHICTD cBepbexXy, KIiHIYHOI BifIIOBifl Ha aHTH-
TicTaMiHHI ITpenapaTy Ta ITIOKOKOPTUKOI/YM, HU3bKIII PiBeHb
6inka C4 rta/ab6o Hu3bkmii piBenb Cl-iHribitopa.

5. YHiBepca/nbHUM 3aCO00M, KNIl 3aCTOCOBYIOTD K AJA
nikyBaHHA roctpux HabpsakiB CAH, rak i gns KopoTko-
Ta JOBrOTEPMiHOBOI MPOdiNnaKTUKY, € IIIa3MOBUIT KOHI[EHT-
pat Cl-inri6itopa.

OOBIOKA «3Y»

Ha ¢apmMaueBTUYHOMY PUHKY YKpaiHu
KOHUeHTpaT Cl-iHribiTopa NpeacTasneHui npe-
napatom CiHpan3 («Takega», AnoHiA). JoHeaaBHa
Cinpans byB €aMHMM y CBIiTi npenapaTtom Cl-
iHri6iTOPa, NiueH30BaHMM ANA 4OBroTepMIiHO-
BOI NpodinakTmkn. CiHpam3 MOMe 3aCTOCOBYBa-
TUCA N [NA KOPOTKOTEPMIHOBOT NPODINAKTUKK,
3 TAKOX Ha BUMOry ANnA 3HATTA Hanagis CAH
y rOCTPOMY nepiofi. 33 pilleHHAM 3aKpinaeHoro
NiK3apA MOMHA PO3rNAHYTM 33CTOCYBAHHA B 40-
M3LLHIX YMOBax KoHueHTpaty Cl-iHribiTopa AnA
BHYTPIiLWHbOBEHHOr0 BBeeHHA CiHpal3 38 yMOBMK
3abe3neyeHHA BiANOBIAHOI NiArOTOBKM 3 NMpPo-
Be[leHHA MaHinynAuii nauieHTa abo ocib, Aki fo-
rNAQ3I0Tb 3@ HUM, i 34iINCHEeHHA NepioanYHOro
KOHTPOSII0 33CTOCYBAHHA LbOro fliIKaPCbKOro 3a-
coby (Longhurst H., Bork K., 2019).

llideomysana Jlapuca Cmpinb4yK

OB’

XBOPO6M, 30KpeMa XipypriYHUMM, CTOMATOIOTIYHUMNU
MERLWSYHR

TA3ETA

YKDATHU

Temamuuni nomepu

3110
Hlanoeni vumaui!

MNepegnnatnTy Hawi BUAAHHA By moxeTe B 6yfb-AKOMY NOLUITOBOMY BififiNIeHHI 3B'A3KY «YKpMowTn»
un B pepakuii «BrpaaBHnuyoro gomy «3a0pos’a YKpaiHu».
[Ana pepgakuiiiHoi nepeannaTi Ha BUAaAHHA Heo6XiaHO:
@ nepepaxyBaTi Ha Hall PO3PaxXyHKOBUI paxyHOK HeOOXigHYy cymy B 6yab-AKOMY BipfineHHi 6aHKy.
Mpu onnaTi B Npr3HaYeHHi niaTexy BKasaTty 06paHe BUAAHHA Ta TEPMiH NepeaniaTy;
@ HagicnaTun Konito KBUTaHLl, AKa NiaTBEpAKY€E GaKT onnaTi BU3HaYeHOT KinbKOCTi NPUMipHUKIB;
@ noBiZOMUTY aipecy [AOCTaBKM Y 3pyyHUi Ans Bac cnoci6:
Ten./dakc Bigpiny nepeannaty: +380 (44) 364-40-28;
nowroto: «<BupasHnumin gim «3popoB’a YKpaiin», Byn. Ceitnuubkoro, 35, m. Kuis, 04123,
enekTpoHHoto nowroto: podpiska@health-ua.com

«MepauuHa raseta «3gopoB’a YkpaiHun XXI cropiuusa»
HoBe B mMmeauuuHi Ta MeanyHii npakTvui. MepegnnatHui ingekc — 35272
MepioanyHicTb BUXOAY — 2 pa3u Ha MicAub / 24 pa3u Ha piK
BapTicTb pefakuiiHoi nepeannatu:

Ha 1 micAaub —150 rpH

Ha 3 micAui - 450 rpH

Ha 6 micAuis — 900 rpH

Ha 12 micauis — 1800 rpH

HAWI PEKBI3UTMN:

TOB «PEKIIAMHE ATEHTCTBO «3g0poB’a YkpaiHu»
04123, m. KuiB, Byn. CBiTnuubKoro, 35.

e-mail: podpiska@health-ua.com

€/1PI0Y 38419790, UA633510050000026004629765000
AT YkpCu66aHk», MOO 351005

[TEPEAIVIATA HA 2021 PIK!

«MepuyHa raseta «340poB’sa YKpaiHun».
TemaTn4Huit Homep «AKyLIEpCTBO,
riHeKosoris, penpogyKTonoris»
MepeannatHuii iHgekc — 89326
lMepioanyHicTb BUXOAY — 4 pa3n Ha pik
BapricTb nepeannati Ha pik — 420 rpH,

Ha nispiyya - 210 rpH

«MepuyHa raserta «3a0poB’'sa YKpaiHu».
TemaTnuHui Homep «FacTpoeHTeponoris,
renaronoris, KONONPOKTONOriA»
MepegnnatHnit iHgekc - 37635
[MepioanuHicTb BUX0OAY — 4 pasu Ha pik
Baprictb nepeannatt Ha pik — 420 rpH

Ha niBpiyusa - 210 rpH

«MepuyHa rasera «3g0poB’'sa YKpaiHun».
Tematnunuit Homep «[lia6eronoris,
TUpeoigonoris, meTaboniuHi posnagn»
MepegnnatHuit iHgekc - 37632
[MepioanuHicTb BUXOAY — 4 pasn Ha pik
BaprTictb nepeannati Ha pik — 420 rpH

Ha niBpivyusa - 210 rpH

«MepuyHa raseta «3gopoB’sa YKpaihu».
TemaTtuuHnii Homep «OHKonoris,
remartonoris, Xximiorepanisa»
MepeannatHuii iHgekc — 37634
lMepiognuHicTb BUXOAY — 5 pasiB Ha pik
BapTicTb nepeannati Ha pik - 525 rpH

«MepunyHa raserta «3a0poB’'sa YKpaiHu».
TemaTnunnit Homep «MepiaTpia»
MepeannatHuii iHgekc — 37638
lepioanyHicTb BUXOAY — 4 pasn Ha pik
BaprTictb nepeannati Ha pik — 420 rpH

Ha nispiyya - 210 rpH

HAWI PEKBI3UTMU:

«MepauyHa raserta «3gopoB’'a YKpaihu».
Tematnunnii Homep «Kapgionoris,
peBmartonoris, Kapaioxipypris»
Mepeannathuii iHgekc — 37639
lMepioanyHictb BUXOAY — 6 pasis Ha pik
BapricTb nepeannatu Ha pik - 630 rpH,

Ha nipiyyA — 315 rpH

«MepnuHa raseta «3a0poB’'sa YKpaiHun».
Tematnunmii Homep «Hesponoris,
ncuxiaTpia, ncuxotepania»
MNepeannathuii iHgekc - 37633
MepioanyHicTb BUXOAY — 4 pasn Ha pik
BapricTb nepeannatu Ha pik — 420 rpH,

Ha niBpiyyA — 210 rpH

«MepuuHa rasera «3gopoB’'a YKpaihun».
TematuuHuin Homep «IynbmoHonoris,
anepronoria, puHoNapuHronorisa»
MNepepnnatHui iHgekc - 37631
MepioanyHicTb BUXOAY — 4 pasu Ha pik
BaprticTb nepegnnatyt Ha pik — 420 rpH,

Ha niBpiyyA — 210 rpH

«MepnyHa rasera «3aopoB’sa YKpaiHun».
Tematuunuin Homep «Xipypris, opTonepis,
TpaBmaronoris»

NepegnnatHui iHgekc - 49561
lMepioanyHicTb BUXOAY — 4 pa3n Ha pik
Baprictb nepegnnati Ha pik — 420 rpH,

Ha niBpivyA - 210 rpH

«MepauyHa raserta «3gopoB’a YKpaiHu».
TemaTnyHmii Homep «Yponoris,
Hedponoris, aHgponoris»
MNepepnnatHui iHgekc - 86683
MepioanyHicTb BUXOAY — 4 pa3n Ha pik
Baprictb nepeannatyt Ha pik — 420 rpH

Ha niBpiyyA — 210 rpH

TOB «TematnuHuit NpoeKT «340poB’a Ykpaiku 21 cropiyus»

04123, m. KuiB, Byn. CBiTnuupbKoro, 35.

Ten./¢akc Bippiny nepepnnaru: +380(44) 364-40-28; e-mail: podpiska@health-ua.com

HALLA AQPECA: «<BupaBHuuuin aim «3a0opoB’sa YKpaiiu», 04123, m. Knis, Byn. CBitTnnubkoro, 35
Biapin nepeagnnatu: +38(044) 364-40-28, e-mail: podpiska@health-ua.com, www.health-ua.com

€/IPNOY 38419785, UA253510050000026007628853200 & AT «YkpCu66ank», MOO 351005
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