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NEJIATPIA

KINIHIYHI AOCNIAXEHHA

lloszompuBani ediexkmusicmb i Geanevnicmo
manizniouepasu anwia y gimeii i3 xgopoGow lowe

Xeopo6a lNowe (XI) — nisocomHa XBOpo6a HAKONUYEHHS, L0 PO3BUBAETBCA BHACAIAOK MYTALi reHa
GBAI1, akuii koaye cuHTe3 Kucnoi B-rnioko3smpasm (rniokosnauepeéposuaasm). HepocrarHs akTMBHicTb
uboro pepmMeHTy NpM3BoAUTb A0 HOKONUUYEHHS raoKouepe6posuay (cpivroninigy) B nisocomax pisHux
KNiTUH | TKOHMH 3 NOAANBLUMM PO3BUTKOM BicLlepaJibHUX, KiCTKOBUX i HEBPOJIOTiYHUX CUMIMTOMIB.
XBopo6a oTpumana Ha3By 3a npiseuwem ¢ppaHuysbkoro nikapsa Pinina Nowe, axkuii yneple onucas

ii 1882 poky B nauieHTa 3i cnneHomaranielo 6e3 neinkosy.

IMowmmpenicte XI'y 3arajbHiil mOMmyssLii CTAHOBUTD Bif
1 Ha 40000 o 1 Ha 60000 HapoIKeHD, IPOTE MOXKE HOCS-
ratu 1 Ha 800 HapomXeHb B €BPEIB allIKeHAa3i.

XI" Mae Tpu OCHOBHI KJiHiYHi Tunu. HaiiGinbu mo-
mpenoo (90% mnauientis y CILHA Tta €Bpomi) € XT
I Tuny, sika MpPoSIBISIETHCS TeMaTOCIIEHOMETali€l0, aHe-
Mi€l0, TPOMOOIIUTONEHIEI0, YpaXXEeHHIM KiCTOK i KiCT-
KOBOTO MO3KY 3a BiICYTHOCTi MEPBUHHOTO ypaXkKeHHs
LIEHTPaJbHOI HEPBOBOI CUCTeMU (TaKe YpaXkeHHs BJlac-
tuBe XI' II i III Tuny). ¥ nauientiB, y axkux XI' I Tumy
JiarHOCTOBAaHO B PaHHLOMY ITMTMHCTBi, 3aXBOPIOBaHHS
Ma€ TEHIEHILil A0 TSXKYOro IMepediry Ta IIBUIAIIOIO
nporpecyBaHHs. 3a AaHUMM JOociigkeHHs Weinberg
i cmiBaBrt. (2008), sKi mpoaHaji3yBanu naHi 2876 mari-
eHTiB i3 XI' I tuny (3aramom 13509 mamieHTO-poOKiB
CITOCTEPEXEHHST), OYiKyBaHa TPUBAJIICTh XUTTS TaKMX
XBOPUX y CepeAHbOMY Ha 9 POKiB MeHIla MOPiBHSIHO
i3 3arajbHOIO MOMYJISIIEIO.

Crin 3a3HaunTH, 110 90% MalliEHTiB OTPUMYBAIN 3aMiCHY
depmenThy Tepario (3DT). 3PT i3 nepionmuHuMHu iHOY-
3iIMM PeKOMOIHAHTHOI KKCITOl B-TITIoK03uIa3u eheKTHBHO
3MeHIIYE BicuepaiabHi nposiBu XI' i € Mepuiow JdiHi€l0
JikyBaHHs nauieHTiB 3 XI' I 1 I Tumy.

o pinkicHux, a00 op(h)aHHHX, HAJIEKATb XBOPOOH, fKi
YPazKaoTh MY KiIbKICTDb Joei. BilbmiicTs TaKnX 3aXB0-
PIOBAHD € CIAIKOBAMH i HASIBHI IPOTSTOM YCHOTO JKHTTS JIO-
JuHd. bararo pinkicHux xBopo0 MaHidecTyioTh y paHHbOMY
Billi, i 0/m3bko 30% nireii i3 HUMH IOMHMPAIOTb 10 CBOIO

5-pivus. Haii0oinbin pinkiCHUM reHeTHYHHM 3aXBOPIOBAHHSM
(Ha CHOTOIHIIHIi eHb AiarHoCTOBaHe Jimiie B 1 maimieHTa)
€ nedimur pru6o3o-5-docdarizomepasu. Akoroch Hoporoso-
T0 KPHTEPiI0 «PiIKiCHOCTI» He iCHY€E, OCKLIbKM Ta CaMa XBO-
po0a MozKe BBAXKATHCA PIIKICHOIO B OJIHiii YaCTHHI CBITY (200
B OKpeMiii momyJisiii) i 3ycTpiyaTich J0CHTb YACTO B iHIIii.

Ilepwi cnpo6u JikyBatu mnauieHTiB i3 XI' BHyTpill-
HbOBEHHMM BBeICHHSIM (EpMEHTHHUX IIperapaTiB BU-
SIBWJIMCS HEBHAIMMU: He 3a0e3ledyyBajy IOCTaTHbOTO
TepareBTUYHOro edeKTy 4Yepe3 Te, IO €K30TeHHUI
HeMoau(iKoBaHUN MIOACHKUIA (epMEeHT, OTpUMaHU
i3 IUIaLIEHTU, HE JOCSATaB CBOIX BHYTPIIHBOKJIITUHHUX
MimeHei. JIo Toro x MOXJIMBOCTI BUPOOJEHHS TaKOTO
(bepMeHTY y OOCTaTHIX KiJIbKOCTSAX OyIu IyxXe oOMexe-
HUMHU. BupoOHMITBO cydyacHuX mpemapatiB aisg 3OT
CTajj0 MOXJIMBUM 3aBASIKM 3IaTHOCTI IPOIYKYyBaTH

Tabnumua 1. Kniniko-gemorpadiuHi xapakrepuctuku nauieHtis y gocnigxenti PB-06-002

PaHiwe He nikoBaHi naujieHTy, PaHiwe He nikoBaHi naujieHTy, MauieHTy, aKux nepesenu
MokasHuk aKi OTpUMYBaANM Tanirniouepasy | SKi oTpMMyBaNM Tanirnouepa- 3 niKyBaHHS imirniouepasoto
anbda y ao3i 30 mr/kr (n=5) 3y anbda y ao3i 60 mr/kr (n=5) Ha Tanirniouepasy anbda (n=5)
Bik, pokis 8,6%3,8 6,6%3,1 13,04,1
Cratb, 4on./xXiH. 3/2 41 3/2
Cepeats go3a Tanirnouepasm anbda, 39,1r 72,4 43,0
oa./xr
CepeaHs TpMBARICTL NiKYBAHHS, MiC 24,0 22,7 20,5
Tabnmua 2. Mapametpu xsopo6u
PaHiwe He nikoBaHi naujieHTy, PaHiwwe He nikoBaHi nawieHTH, Mauienty, aKmMx nepesenu
MokazHuk aKi OTPUMYBaANK Tanirniouepasy | ki oTpUMyBaAnNK Tanirniouepasy 3 NiKyBaHHS iMirniouepasoio
anbda y aosi 30 mr/kr anbda y ao3i 60 mr/kr Ha Tanirniouepasy anbda
06'em cenesinku, MN*
o nikyBaHHs 23,0£5,7 29,4%£10,8 4,1%1,2
Micns nikyBaHHs 9,0£2,3 6,6£1,3 1,720,1
06’em neuinkn, MN
o nikyBaHHs 1,9£0,2 2,20,2 1,30,1
Micns nikysaHHs 1,30,1 1,5%0,0 0,9£1,0
Femorno6iu, r/n
[lo nikyBaHHs 11248 1066 13542
Micns nikysanHs 13245 12747 1456
Tpom6ouutn, x10°/n
[lo nikyBaHHs 182427 10019 16517
Micns nikysaHHs 220429 24419 21010
AKTHBHiCcTb XiTOTPio3MAa3N, HMONL/MNXTog
o nikysanHs 307837948 34968110464 10432+6221
Micns nikysaHHs 76412938 52042567 371193
Konuentpauis CCL18, Hr/mn
[lo nikyBaHHs 1320437 1310361 384+182
Micna nikysanHs 369£137 290£109 3848

* MN (multiples of normal) - MHOXHUK HOpManbHMX 3HQHEHB, A€ HOPMANbHMIA 06 €M CenesiHKM CTaHOBHT 2 MA/Kr MACH Tina i HopManbHMi 06’ €M neviHku — 25 mn/kr Mack Tina.

300pQB° YKpaiHu

JIIOACHKUI (hepMEHT Y BeJIUKili KiJIbKOCTi 3a TOITOMOT0I0
PEeKOMOIHAHTHUX METOJiB i BiAKPUTTIO MakKpodaraab-
HUX MaHO3HUX peuenTopiB (MMR).

Croroani B JikyBaHHi XI' I i II1 Tuny BUKOpUCTOBY-
I0Th TPY TpernapaTy peKOMOIiHAHTHOI KUCIIOI -TTI0KO-
3upas3u. Imirmonepasa Ta Beaarjaouepasa anbda BUpoO-
JISIIOTHCS JIIHiSIMU KJIITUH CCaBLiB (S€UHUKIB KMTali-
CbKOTO XOM’sIKa Ta (iOpocapKoMu JIIOAMHU BiAMOBiJ-
HO). /Jlag BUTOTOBIEHHS Tajiriawuepa3u ajiabda
(Enenico®, Protalix/Pfizer) BMKOPUCTOBYIOTb KJIiTMHU
reHeTUYHO MoaudikoBaHoi MopkBu. llg iHHoOBauiiiHa
TEXHOJIOTisSI Ma€ HU3KY IepeBar MOpiBHIHO i3 3aCTOCY-
BaHHSIM KJIiTMH CCaBIIiB, TAKUX SIK ITOBHA i30JIbOBAHICTh
i CTEpMJIBHICTh CUCTEMU BUPOOHUIITBA, BiICYTHICTh pPU-
3UKY KOHTaMiHalii JI0ACHKMMU IaTOreHaMu, Kpalii
MOXJIMBOCTI MiCAsITpaHCAsALiHOI MoandiKalii Ta HUX-
ya BapTicTb BUpOOHULITBA. E(eKTUBHICTD i 0€3MeYHICTh
TaJliraouepasy ajibga BUBYAIM Y HU3LI KJIiHIYHUX 10-
caigxens 1111 IV ¢aszu.

ITapagokc pinKicHHX XBOPOO MOJSATAE B TOMY, IO KOXK-
He 3aXBOPIOBAHHSA X044 i 3yCTPIYAETHCS PidKo, Ta B CYKYN-
HOCTI BCi MAII€HTH 3 PiIKICHUMA XBOPOOAMH CTAHOBJIATH
Beaude3Hy nomyssinioo. Hanpuknan, y kpainax €spocoro3y
ChOTO/IHI 3ape€ecTpoBaHO 0.M3bK0 30 MJIH TAKHMX NAli€H-

TiB, B yChOMY CBiTi — Osm3bKk0 300 MuH. 3arajiom Ha cbo-
TOHIIHIA JeHb BiIoMO 0JM3bKO 7 THC. PiIKiCHHX 3aXBO-
pIOBaHb (BPOIZKEHHX, IeMaTOJOTIYHHX, OHKOJOTIYHHX,
AYTOIMYHHHMX TOINO), AKi BHSABIAIOTL Y 6-8% HaceleHHS
IUIAHETH.

YV nocrmimxkenni PB-06-006 BuBYaim IOBroTpuBai
e(eKTUBHICTb i Oe3MeUHICTb TalirIoLepasy aabda B naui-
enTiB i3 XI' BikoM Biz 2 10 18 pokiB, siKi 3aBEpILIWIN yIaCThb
y nocmimkeHHsix PB-06-005 abo PB-06-002.

PB-06-005 Oya0 MOOBIMHMM CJIMM JOCTIIKEHHSIM,
y SIKOMY paHillle He JiKoBaHUX MauieHTiB 3 XI' paHaoMi3y-
BaJIy AJIs JTiKyBaHHS TaJlilfolepa3olo anabda B 103i 30 abo
60 ox./xr ynponosx 12 mic. PB-06-002 6yno BizkpuTum
JOCTIIKEHHSIM 3a y4yacTi IiTell i Jopociaux 3i cTabiIbHUM
nepebirom XTI, sIKi IpoTSIroM >2 pokiB OTpUMYBaJIu CTa-
OiNIbHY MiATPUMYBAJbHY J03Yy IMiMTIOLEpa3u; LMX XBOPUX
MepeBOAMIN Ha JiKyBaHHS TaJliraolepas3olo aabda i cro-
CTepirajiu BIPOJIOBX 9 Mic.

VY nocmimxenni PB-06-006 marmieHTH TpOIoOBXyBad
OTpUMYBaTH iH(QY3il Tanirmouepasu anbda 1 pa3 Ha 2 THX-
Hi y Tili caMiil 1031 NpOTSATOM JoJaTkoBux 24 mic. OTXe,
3arajbHa TPUBAJICTh Teparii IIs Mali€HTiB 3 AOCTiIXEHb
PB-06-005 (n=10) i PB-06-002 (n=5) craHoBuMIa
36 i 33 wmic BimmosigHO (TaGa. 1). JIBa mauieHTH Mauu
XT I tuny, inwi 13 — XTI T Tumy.

3MiHa mapaMeTpiB e(eKTUBHOCTI JiKyBaHHS MOPiBHSI-
HO 3 TIOYaTKOBMMM IOKa3HMKAMM IpEICTaBlieHa B Ta-
Onuui 2. ¥ paHillie He JTiKOBaHUX IMalli€HTIB 00’ €M ceie-
31HKM 3HAYHO 3MEHIIMBCS mics 36 mic Tepamii: B cepel-
HbpoMy 3 23,9 10 9,0 i 3 29,4 o 6,6 MN y xBopux, sKi
OTpUMYBAJIM Talirmouepasy aibda y go3i 30 i 60 ox./kr
BiMOBigHO. ¥ Mali€HTIiB, sIKi Oy/JIU MepeBeAeHi Ha JIiKy-
BaHHS TaJIiIo1epa3olo aibda, 1eii MoKa3HUK IMOKpPaIy-
BaBcsI 00 3aJIMILIAaBCs CTa0iIbHUM YITPOAOBXK 33 Mic JTiKy-
BaHHs. IlofiOHa Mo3UTMBHA AWMHAMiKa CIIOCTEpirajach
i moao o0’emy mnediHku. JIiKyBaHHSI Taliraolepasoro
anbda B 000X 103axX TaKOX 3HAYHO IMOKpalllyBajo PiBHi
reMorjo0iHy i TpoMOOUMTIB. Y KOIHOro 3 7 Malli€HTiB,
y SAKMX Ha MOMEHT BKJIIOUEHHSI 3a(iKCOBaHO aHEMilo,
HaNpUKiHLi TMepiogy CHOCTepeXeHHS Lield CUMIITOM
He cIiocTepiraiu. Y XBopux, 1o OyJau nepeBeleHi Ha Te-
pariilo Tajiriouepas3olo aabda 3 iMirioLepasu, KOHIEH-
Tpallii reMor1o0iHy Ta TPOMOOUMTIB 3aJUILAIUCS CTa-
0iTbHUMM 200 MOKpAIIYBaJIUCh.

Konuentpauiss nirangy 18 xemokiny (C-C-MoTuBy;
CCLI18) i akTUBHICTb XiTOTPiO3U a3 3HAYHO TMOKpAaIlly-
BaJIMCS y paHillie He JiKOBaHMX IMAali€HTiIB, MPUUOMY
HalOiIbII 3HAYHI 3MiHM BigOyBanucd micast 12 mic Tepa-
il Tamiraouepas3olo aabda. Y XBopuX, SKi OTpUMYBaIU

IIponos:kennd Ha crop. 4.
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TaJiraonepasy anbda 3aMicTh iMirIOIEpasu, Ii Cypo-
ratTHi Mapkepu edeKTUBHOCTI JikyBaHHs XI Takox
MOKpaulyBajucs.

Opdanni npenapaTu — JiKapcbKi 3aco0H, NMPU3HAYEHI
IS TIarHOCTUKY, NPO(LIAKTHKYA 9M JIKYBAHHS PiIKic-
HHUX 3aXBOPIOBAHb 200 CTaHIB, 10 CTAHOBJISATH CEPHO3HY
3arpo3y 1Jis 310poB’sa a00 xkuTTa nanienra. [Ipemaparu
HAa3MBAOThCA OphaHHANME, 200 «CHPITCHKAMI» , TOMY IO
B YMOBaX PHHKOBOI €eKOHOMIKH (hapManeBTHYHA TPOMHIC-
JIOBiCTh He 3alliKaBjieHa B PO3POOJIEHHI Ta MPOJAKY JIi-
KiB, NMPHU3HAYEHHUX JI5i HEBEJIMKOI KIJIbKOCTi XBOpPHX.
Ile MOSACHIOETbCA THM, IO OYiKyBaHi HATXOIXKEHHS BilX
NMPOJAXKY TAKHX JIKAPCHKHX 32C00iB He IOKPHBAIOTh
HA/I3BMYAHHO BUCOKUX BUTPAT (papManeBTHIHNX KOMIIA-
Hiii, OB’ I3aHHUX i3 iX BUBeJAECHHAM Ha puHOK. Came ToMy
ypsiIu i opraHisamii, mo 00’€QHyI0Th MALEHTIB i3 pix-
KicHUME 3axBopoBanHsaMu (Taki sk National Gaucher
Foundation), mmyKaroTh MOXKJIHBOCTI A1 €KOHOMIYHOIO
CTUMYJIIOBAHHA (hapMANEeBTUYHUX KOMINAHIA, fKi
3aiMAaIOThCs1 PO3POOIEHHSM | BAPOOHMITBOM JIKAPCHKUX
3ac00iB ISl TIKYBAHHS PiIKICHMX 3aXBOPIOBAHb.

B ycix mauieHTiB, BKIIIOYEHUX y JOCTIIKEHHS, TPOTSATOM
Mepiofy CIOCTEPEXEHHSI PEECTPYBAIM HOPMATbHY AUHA-
MiKy POCTY i KICTKOBOTO BiKy.

SIKicTh XUTTS BU3HAYAIM y 9 paHillie He JTiKOBAaHUX Ta-
mieHTiB 3a gomomoroio ormuTyBaabHnka CHQ-PF28.
Hanpukinui nepiogy crmocTepexeHHs 3arajibHUl CTaH

Jlos2ompusani eqexmusHicmb | De3neYHICMb
manizniuepasu anbfa Y gimei 13 xsopobow lowe

IIponosxkennd. [Touarok Ha cTop. 3.

3I0POB’SI INTUHMU K «IyKe JOOpHit» OMiHMIN 7 3 9 0aTbKiB
(mo mouaTky JikyBaHHsS — qutie 1 3 9).

JlikyBaHHS TaiITIONEPa30l ajabda Jo0pe IepeHOCH-
Jock. Bei HebaxaHi peakilii Oyiu JeTKUMU a00 MOMipHU-
mu. Haituacrimre (>3 3 15 maiieHTiB) criocTepirany kaiienb
(n=4), ronoBHuii 6inb (n=4), iHMEKIIiI0 BepXHIX TUXaTh-
HUX IUIsIXiB (n=4), 6ib y kuBOTI (n=3), TnxomaHKy JleHre
(n=3), miapeto (n=3), miMmparnuamii HaOpsiK (n=3), Ha30-
(bapunriT (n=3) i 6ib Y KiHIIBKaX (n=3). JIume 1 Hebaxa-
Ha peaxilist (He3HauHui OiTb y MicCIli iH’exilii) Oysa po3iti-
HEHa sIK TOTEHIIIHO TIOB’sI3aHa 3 MOCTiIKYBAHUM TIpera-
paToM. Y XOMHOTrOo Mali€HTa He OyJI0o MOTpeOr 3MiHIOBATH
JI03y a00 BiIMiHATH Mpernapar yepe3 modiyHi peakiii.

IMig gac mociimkenus PB-06-005 B 1 mauieHTa, sSKwii
oTpumMyBaB mipemapatr y no3i 30 om./kr, BusHaueHo IgG-
aHTHUTJIa TPOTHU Tajirmolepasu aibda. IIporsarom ycboro
niepiony nocnimkeHnHst PB-06-006 xsopuii 3auiaBcs mo3u-
TUBHUM 32 IMMU aHTUTIJIAMU; HE3BaXalouu Ha IIe, TICIs
36 Mic JiKyBaHHSI TaJlinTIOIEPa3olo aab(a B HbOTO BUSIBIIC-
HO 3HaYHEe MOKpAIIeHHs 00’ €My TeUiHKY 1 CeIe3iHKU, PiB-
HiB TeMOTJIO0iHY ¥ TPOMOOLIUTIB, aKTUBHOCTI XiTOTPiO3U/Ia-
3u i xoHmneHTpaiii CCL18. ¥ xomqHoro namieHTa, 1mo 0yim

EJIENICO (ranirniouepasa anbda) — nopowok niodiniaoBaHui ana posuuHy ans indysii, no 200 OJ] npenapaty y bnakoHi y kapToHHil kopobui.

Koportka iHCTpyKUis Ans MeaAWYHOro 3aCTOCYBAHHS Npenapary.

TIepeBeicHi 3 iMinTolepasy Ha TaJirionepasy anbda, aH-
TUTIJIa TPOTU OCTAHHBOI HE BU3HAYAJIU.

Otxe, mocnimkennss PB-06-006 3acBimumio, mo y nireii
3 XT nikyBanHd Tajinmonepasolo aabda B 103i 30 a6o 60 ox./kr
npotsirom 36 mic 3a0e3meuyBajsio MpPOrpecMBHE MOKPAIIEHHS
BiCIIEPAJbHMX i TeMATOJIOTIYHMX TAPAMETPiB, a TAKOK 0i0-
MapkepiB XBopoon. Y jiTeii, mepeBeIeHHX HA JIKYBAHHS TaJi-
LIoIepa3oro aabga 3 iMinmonepasu, BpoaosxK 33 Mic BU3HAYA-
JIM cTabimi3amio a00 mOKpameHHs X MOKA3HUKIB. 3MeHIIeHHS
BiclepaabHuX i remaToJorivHMX npossiB y mireii i3 XI' Gyio
NOTiOHUM 0 TAKOTO, IO CHOCTEPIraiM B J0CTiZKeHHSX iMirTio-
1epas3u ii BeJanmonepasu anb(a 3a yyacTi aiTeil i gopocaux
i3 XTI'. Tepamis Taminmonepa3on aibda mo0pe mepeHOCHIACH,
OyIb-IKMX HOBMX CHTHAJIB MO0 0e3meYHOCTi mpemapary
He PEECTPYBAJIH.

HoknagHiwe npo pocnigxenns PB-06-006:
Zimran A., Duran G., Mehta A. et al. Long-term efficacy and safety
results of taliglucerase alfa up to 36 months in adult treatment-naive
patients with Gaucher disease. Am J Hematol. 2016 Jul;91(7):656-60.

Migrotysae Onekci TepewjeHko
Happykoeaxo 3a nigrpumku komnanii Paisep.
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MokasanHs. Josrotpusana samicHa bepMeHTHa Tepanis y AOPOCAMX 3 NiATBEPAXEHUM AiarHo3om xeopobu lowe 1-ro Tny. Mpenapar MOXHA TAKOX 30CTOCOBYBATH NALEHTAM AUTAYOTO BiKy 3 NiATBEPAXEHUM AiarHo3om xsopobu lowe
1-ro TNy Ta Ans NiKyBAHHS reMATONOTIYHMX NPOSBIB Y NALIEHTIB AMTAYOrO BiKy 3 NiATBEPAXEHNM AiarHo30oM xeopobu lowe 3-ro Tny. Kniniuni aaHi wopo nauiewTis gutsyoro siky Big 2 ao 17 pokis obmexeni. potunokasanHs. Taxki anepriuxi
peakuii Ha Tanirniouepasy anspa abo iHwWi KOMNOHeHTM Npenapaty B aHamHesi. B3aemogis 3 iHLIMMK nikapcbkumu 3aco6amm Ta iHwi BUAK B3aemopiin. He sctaHoeneHo. OcOBNMBOCTI 3ACTOCYBAHHS. Yepes MOXNMBUI PO3BUTOK
aHadinakcii cnip 6yTH roTOBUM HOAATH HANEXHY MEAUYHY AONOMOTY, Konu 3actocosyeTbes Enenico. Kniniuni gocnigxenns Enenico He Bkniouanu gocTatHboi KinbkocTi NaLieHTiB BikoM Big 65 pokie, o6 BU3HAYMTH, YM BIAPI3HIETLCS iXHS BIANOBIAb
Ha NiKyBAHHS Big BiANOBIAi nauieHTis Monogworo eiky. Enenico cnig 3actocosysatv nig uac saritHocTi nuwe y eunapKy ouesuaHoi HeobxigHocTi. XiHku 3 xsopoboto owe 1-ro TMRy MalOTh NiABMLLEHMI PU3MK BUKMAHS, SKLLO He NIKYBATM TA He KOH-
TPONIOBATH CMMATOMMU XBOPO6M A0 3a4aTTs Ta NiA Yac BaritHocTi. BaritHicTb Moxe 3arocTproBaTh HaseHi cumnTommu xBopobu lowe 1-ro TMny abo cnpuuntsTH ii HoBi npossu. Mposieu xBopobu lowe 1-ro TMY MOXYTb NPU3BECTU A0 HECMPUATAM-
BMX HACNIAKIB BAFITHOCTI, y TOMY YMCNi FeNaToCnieHOMeranii, 5Kka MOXe NepeLIKOAXaTH HOPMaNbHOMY POCTy NOAQ, | TPOMBOLMTOMNEHII, IKQ MOXE CMPUUYMHATM BUHUKHEHHS KpoBOTeui | kposoeunuey. Heeigomo, um nponukae npenapar Enenico
y rpyAHe Monoko noantu. Yepes Te wo 6arato nikapcbkux 3acobis NPOHUKAIOTb Y FPYAHE MOSIOKO NIOANHM, NPEnapaT ciif 3 06epexHICTIo 3aCTOCOBYBATH XKIHKAM, fiki roAytoTb rpyasto. Ockinbku nig Hac KniHiYHMX AOCHiAXeHD 3 TaniFoLepasoo
anbda NOBIKOMNSNOCS NPO 3ANAMOPOYEHHS, NALEHTAM CNij 3HATHU NPO PeaKLiio iXHbOro oprawismy Ha npenapat Enenico nepep TM, sik kepyeati aeToTpaHcnopTom abo iHwnmu MexaHismamu. Cnoci6 3acrocyBaHHs Ta fo3u. PekomengoeaHa
A030 ANS NiKYBAHHS AOPOCAMX, Ki PaHilue He OTPMMYBAM Tepanito, i aiter craHoents 60 OJ1/kr MacK Tina KoXHi 2 TUXHI y Burasai 60-120-xBunuHHOT BHYTPiLIHbOBEHHOI iHYsii. MauieHTam, sSKi paHile oTpUMYBANK NiKyBAHHS iMiFioLLEPa30t0
B cTabinbHOMY AO3YBAHHI, NpK Nepexopi 3 iMirniouepasu Ha npenapat Enenico pekomeHpyeTscs nounHaTH NikyeaHs npenapatom Enenico y takii camii aosi. IHCTPYKUii LLLOAO NPUrOTYBAHHS TO 3ACTOCYBAHHS. [IMBiTbCS NOBHY IHCTPYKLitO
ans 3actocysakHs Enenico. Mo6iuHi peakuii. Y kniHivHMx gocnipxenHsx sactocysanHs npenapaty Enenico (y Burnspi nouatkosoi Tepanii Ta nicns nepexopy 3 NiKyBAHHS iMirloLepasoio) Hanvactiwnmu (25%) nobiunumm peakuismm 6ynm
ceepbix, rapsaui npunnueM, ronoeHui bins, 6inb y cyrnobax, 6inb y kiHuiekax, 6inb y XuBOTI, 6NIOBAHHS, NiABUILEHA BTOMIOBAHICTL, 6inlb y CMIMHI, 3aNAMOPOYeHHS, HyaoTa Ta Bucun. binbw getansHy iHpopmauiio AWBiTECS y NOBHIN IHCTPYKUi Ans
3actocysahHs Enenico. @apmakonoriuHi Bnactusocrti. Enenico — ue pekoMbiHGHTHUIM QHANOT Ni30COMANbHOI FIOKOLEPEBPO3MAA3N NIOAMHM, IKMM KATANI3YE riaponi3 rlokoLepebpo3nay 3 yTBOPEHHSM FIOKO3M | LepaMiay, 3HUXYIoHM
KinbKicTb HakonMueHoro rnokouepebposnay. MornMHaHHS Npenaparty B KAITMHHI Ni30COMM ONOCEPEAKOBYEThCS 3B’ S3YBAHHAM NAHLLIONB onirocaxapuais MaHo3u Enenico 3i cneupdiuHnmu peuentopamu MaHO3M HO NOBEPXHI KNITUHM, WO Npy-
3BOAMTH A0 iHTEPHANI3ALi TA NOAANLLIOrO TPAHCMOPTYBAHHS Ao nisocom. Kareropis Bianycky. 3a peuentom.

lMepea BUKOpPUCTAHHSM NpenapaTy HeobXiAHO O3HAMOMMTUCS 3 NOBHOIO IHCTPYKLi€ED Ans 3acTocyBaHHs. IHbopmauis ans nikapis Ta papmauestie. MpuU3HaYEHO AN POIMOBCIOAXEHHS HA CEMIHAPAX, KOHbEPEHLSX, CUMNO3iyMaX 3 MeAMUHOI

TEMATUKH.

PeectpauiitHi noceigyeHns MO3 Ykpainn N2 UA/14379/01/01, sareeppxero Hakazom MO3 Ykpainu 08.05.2015 N2 248.

OANOKECT

Sz

BnnAHne NHeBMOKOKKOBO KOHbIOrPOBaHHON
BaKUWHbI HA YacTOTy rocnuTannaaunin
no noBony BHEOO/IbHNYHOI NHEBMOHUN
y AeTell ¢ conyTcTBYIoWeN naronornei
Mpo6nema eHebonbHWuHON nHeBMOHMM (BIT) y peTeit octaert-
€51 NO-NPEXHEMY 3HAYUMOMN: UMEHHO 3TO 3aboneBaHue sBnseTcs
CAMOM PACNPOCTPAHEHHON MHPEKLMOHHOM MPUYUHOM FOCIUTA-
NU3AUMA M CMEPTH eTel B BO3PACTHOM rpynne mnapwe 5 ner
BO BCeM mupe. BHeapeHue MMMyHM3AUMM feTel NHEBMOKOKKO-
BbIMM KOHbIOrMPOBaHHbIMM BakunHamu (MKB) B nepmatpuue-
CKYIO MPAKTUKY B PO3BMTbLIX CTPAHAX MUPA MO3BOMMAO Cylue-
CTBEHHO CHM3MTb OBLLYIO 4ACTOTY FOCNMUTANM3ALMM feTed no
nosogdy BIl, oaHaKo OKOHYATENbHO He BLISCHEHHBIM OCTABANCS
BOMPOC OTHOCHTENBHO TOFO, HACKONLKO BBIPAXEHB NPEUMYLLE-
CTBO OT NPOBEAEHUS BAKLMHALMM Y AeTei C COMyTCTBYIOLMMU
COMATHYECKUMM 3060neBaHMAMM. DTOT BONpoC Bbin M3yueH
yueHbiMu u3 LLBeunn, npoaHanM3MpPOBABIMMM [AHHbIE AeTEM
B BO3pacTe Ao 5 net, koTopbie BbIN FrOCAUTANM3MPOBAHBI B 3TOM
CTPaHe C KnuHW4eckum auarHodom Bl u BeincaHbl ¢ kopom
J13-J18.9 no MKB-10 & nepuog c 1 Hoa6ps 2005 no 30 anpens
2007 r. (aoBakumHaumoHHbid nepuoa) u ¢ 1 Hosbps 2010
no 30 anpens 2012 r. (nocTBakuMHAUMOHHLIH nepuog).
CeepeHns 0 AMArHO3aX NPU FrOCMMUTANM3ALMM M BbiNMCKe Bbiiu
Nosy4eHbl U3 FOCMUTANLHOTO PEFUCTPA; TaKXe Bblan npoaHanu-
31poBaHel ambynatopHsie meguuuHckue kaptel 50% naumen-
ToB. Mony4eHHble pe3ynbTaThl NOATBEPAMIM 3HAYUMOE CHUXKE-
HMe 4acToThl rocnuTanuaaumi no noeogy Bl nocne sHegpeHus
nporpammbl UMMyHusaumn [1KB. beino BbiseneHo, yto okono
NOMOBMHBI  FOCMMTANM3MPOBAHHBLIX  MALMEHTOB  MMenM
CONYTCTBYIOLLYIO MATONOMMIO; Y HUX cumnToMatnka BIT 6Gbina
6onee Taxeno, a cpok npebuiBaHMs B cTauuoHape — Bonee
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AnuTenbHbiM. MHTeHcHBHAS Tepanus noTpebosanack MeHee Yem
10% rocnUTAnU3MPOBAHHBIX NALUMEHTOB (MPEUMYLLECTBEHHO
peTsM ¢ GpOHOBOM HeBponoryeckon natonoruen). beino nog-
TBEPXAEHO, YTO BHEAPEHWE B NEAMATPUYECKYIO MPAKTMKY Npo-
rpammsl UMmyHM3aumn MKB obecneunno sHaunmblie npenmyiue-
CTBA B MIGHE CHUXEHMS 4YOCTOTbI FOCAMTANAM3ALMI MO NOBOAY
Bl B oTHOWeEHMM BCex peTen, BKNIOYAs AETEN C COMYTCTBYIOLM-
mu 3abonesannamu. Kak oTmeuaioT aBTopbl MccnegoBaHms,
nony4yeHHble UMH pe3ynbTaThl NOATBEPXAAIOT BAXHOCTb AAeK-
BOTHOM BOKUMHOLMM AETei C XPOHMYECKUMM 3060neBaHMAMM,
KOTOpPQas ACET BO3MOXHOCTb HOBEXHO 3AWMTUTE UX OT MHEK-
LMM HYXKHUX AbIXATENbHBIX MYTEMH.
E. Sterky et al., Eur J Pediatr. 2017 Mar; 176 (3): 337-342
(Epub 2017 Jan 9)

dthctheKTNBHOCTD IEKCAMETa30Ha Yy fieTei
C NapanHeBMOHNYECKNM mieBpaJjibHbIM
BbiMoTOM

UcnaHckue yueHble-neanMaTpel M3yuunu BAMSHME TEPanmu
AEKCAMETA30HOM HO CPOKM BbI3ROPOBNEHMS AeTel C NapanHes-
MOHMYECKMM NNeBpanbHbIM BbiNoToM. C 3TOM Lenbio oHu npose-
NM MHOTFOLEHTPOBOE PAHAOMM3MPOBAHHOE ABOWHOE cnenoe
nnauebo-KOHTPONUPYEeMOe  KMHMYECKOE  WCCNefoBaHWe
B NApanNenbHbIX FPYNNax, B KOTOPOE BKIOYANM AeTei B BO3pa-
cre ot 1 mecaua go 14 ner c¢ BHe6ONbHUYHOM MHEBMOHMEM
 nnespanbHLIM BoinoToM. Hapsgy ¢ Tepanuen aHTMBMOTUKAMM
3TM NAUMEHTHI MONYYANM [EKCAMETA3OH BHYTPUBEHHO (B Ao3e
0,25 mr/xr) unu nnauebo kaxasie 6 4 B TeueHne 48 u. Mepenunoit
KOHEYHOM TOYKOM B JAHHOM MCCNEAOBOHMM SIBMSANOCH BPEeMs,
koTopoe noTpeboBanock fas paspeLeH1s NIeBpPanbHOro Bbino-
ta. Kpome TOro, mccnegosatenu Takke OLEHMBANM 4ACTOTY

PA3BMTUS OCOXHEHWI MM HEXENATENbHbIX SBNEHUH Ha doHe
TAQKOM Tepanmu.

B uenom B nccnepgoeawme 6eino sknoveHo 60 petert (cpea-
HUM Bo3pacT — 4,7 ropa; 58% - pesouku); 3asepwmnn yua-
ctue B uccnegoeannn 57 (95%) naumnentos. Mo cpasHeHuio
C AETbMM, NONYHYABWKMMM Nauebo, NAuMeHTsl, KOTOPLIM BBO-
AMIM [EeKCAMETA30H, BbI3JOPABAMBAM JOCTOBEPHO BbicTpee
(OP 1,95; 95% AU 1,10-3,45; p=0,021). Y naumuentos,
NONYYABIIMX TEPANMIO AEKCAMETA3OHOM, MEAMAHA BPEMEHM
AO Bbi3gopoBneHus Beina Ha 68 4 (2,8 cyT) meHblwe, yem
y nauueHTos, nonyyaswux nnauebo (109 4 B cpasHenuu
¢ 177 4; p=0,037). Npu nposepeHnn NoUcKOBOro noarpyn-
NOBOrO QHANM3A MEAMAHA BPEMEHW A0 pa3peleHus npo-
CTOro NNEBPANLHOrO BLINOTA HA GOHE Tepanuu AeKcameTa-
30HOM Bbina Ha 76 u (3,1 cyT) kopoue, YeM y nauMeHTos,
nonyyaswux nnauebo (p=0,017). Y naumeHToB C OCROXHEH-
HbIM MAEBPANbHBIM BLINOTOM, MONYHYABWMX [EKCAMETA3OH,
MeAMaHa BpeMeHM [0 Bbi3gopoBneHuss 6bina Ha 14 v
(0,5 cyT) MeHble, 4eM y NALUEHTOB C TEM Xe AUATHO3OM,
POHAOMM3MPOBAHHLIX B rpynny nnauebo (p=0,66).
3a ucknioyeHeM runepraukemmu, He Bbino sadukcUposaHo
3HAYMMBIX PA3NMYMM B YOCTOTE PA3BUTUS OCIOXHEHWH MU
HeXenaTenbHbIX SBAEHUM, CBA3AHHBIX C MPUEMOM MCCeaye-
moro npenapata. Takum ob6pa3om, NO MHEHMIO ABTOPOB
MCCNefOBOHMSA, Tepanus [EeKCaMEeTAa30HOM sBnsieTcs 6Beso-
nacHon u 3¢pdeKTMBHOM y AeTel C NapanHEeBMOHWUYECKUM
NNEBPAnbHbIM BLINOTOM.

A. Tagarro et al., J Pediatr. 2017 Mar 28

(Epub ahead of print)
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