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06rpyunTyBaHKs. Mykononicaxapnos | Tuny — Lie 3aXBOPtoBaHHs 3 ayTOCOMHO-PELLECUBHIM TUNOM YCNafKyBaHHs, BUKMNKaHe Aediuntom o-L-igypoHigasu,
LU0 XapaKTepu3yeTbCsA NPOrPecyoynM nepebirom i3 3any4eHHsM y NaTonorivyHuin npouec 6aratb0X CUCTEM OpraHiamy. 3 KniHIYHOT TOYKM 30py, MyKononica-
Xapugos | Tuny nofinatoTe Ha ABi PopmMN: BXKY (CUHAPOM Typrep), CUMNTOMU SKOi NPOABAAIOTLCA Y PAHHBOMY AUTAYOMY Billi i XapakTepu3yrTbCA LBUAKO
MPOrpecyt40r0 HEBPOOTiHHOK CUMMTOMATUKOIO, it 0cnabneHy (cunapomu Nypnep—ILLeie i LLeiie), 1o nposBRfeTbCA NOBINbHILLINM NPOrpecyBaHHAM 3axXBo-
ptoBaHHA 6€3/3 HAABHICTIO NIETKIX ypaXeHb HEPBOBOI cucTemu. CneundivHe nikyBaHHs ocnabneHoi popmm Mykononicaxapuzgosy | Tuny nonsrae y epmeH-
TO3aMiCHiit Tepanii NapoHiaa3oto (pekoMBiHaHTHOW hopmoto anba-L-ifypoHigasu noaunun, Anbaypasum®*). Mu npecTaBnsemMo TyT KiHiYHI faHi i faHi na6o-
PaTOPHUX AOCTIKEHb LL0A0 12-piYHOr0 NauieHTa, XBOPOro Ha ocnabneHy hopmy Mykononicaxapuaosy | Tuny, Lo oTpumysas hepmMeHTo3amiCHy Tepanito, no4n-
HaKo4m 3 BiKy 5 MiCALIB, Y NOPIBHAHHI 3 AAHUMU LIOAO0 Or0 17-pi4HOI CECTPM, XBOPOI Ha Lie 3aXBOPIOBAHHS, Y AKOT Tepanito 6yn0 po3noyaro y Bili 5 pokis.
MpeacTasneqHs KniHiYHoro Bunaaky. KnidiyHa ouiHka Lux pigHux 6para i CecTpu BKa3ye Ha Te, LU0 NO4ATOK Tepanii 40 HACTaHHS 3aXBOPIOBAHHS, SKE MOXE
6yTI BMSIBIIEHO KMiHIYHO, MPU3BIB A0 3HAYHOrO MOJMIMLIEHHS HAcnigKy y mMonoAworo 6parta. ficns 12 pokis hepMeHT03aMiCHOI Tepanii 30BHILLHIA BUrNAL
061444, NiHiiHA WBWAKICTb POCTY, @ TAKOX 06'€M NEYiHKY i CenesiHkn 6ynn HopManbHUMW; KpiM TOr0, CTYNiHb YpaXXeHHs cyrno6is, xpe6Ta i cepLeBoro Kna-
naHa 6yB nLIe MiHiManbHUM NOPIBHAHO 3 TaKUM AOrO CECTPU.

BucHoBoOK. Pe3ynbTatit LibOro A0CHiKEHHS BKa3ylOTb Ha Te, L0 paHHs AiarHOCTUKA i paHHii No4YaTok hepmMeHTO3amiCHOI Tepanii iCTOTHO 3MiHI00Tb NPUPOA-
HUIA nepe6ir ocnabnexoi opmu mykononicaxapugosy | tuny.

Kntoyosi cnosa: ocrna6nexa hopma mykonosicaxapugosy | tuny, pepmeHTosamicHa Tepanis, a-L-igypoHigasa, naposigasa.

12 year follow up of enzyme-replacement therapy in two siblings with attenuated
mucopolysaccharidosis’l: the important role of early treatmen
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Background. Mucopolysaccharidosis type | is an autosomal recessive disorder caused by deficiency of a-L-iduronidase and characterized by a progressive
course with multisystem involvement. Clinically, Mucopolysaccharidosis type | is classified into two forms: severe (Hurler syndrome), which presents in infan-
cy and is characterized by rapid progressive neurological involvement and attenuated (Hurler-Scheie and Scheie syndromes), which presents with slower pro-
gression and absent to mild nervous system involvement. The specific treatment for attenuated Mucopolysaccharidosis type | consists of enzyme-replacement
therapy with laronidase (human recombinant a-L-iduronidase, Aldurazyme). We present here the clinical and laboratory results in an 12-year-old patient affec-
ted by the attenuated form of Mucopolysaccharidosis type | treated by enzyme-replacement therapy from the age of 5 months, compared with his 17 year old
affected sister, who started therapy at 5 years of age.

Case Presentation. Clinical evaluation of these siblings shows that initiation of therapy prior of the onset of clinically detectable disease resulted in conside-
rable improvement in outcome in the young sibling. After 12 years of enzyme-replacement therapy, facial appearance, linear growth rate, and liver and spleen
volumes were normal; moreover, the degree of joint disease, vertebral, and cardiac valvular involvement were only minimal compared with those of his sister.
Conclusion. This study demonstrates that early diagnosis and early initiation of enzyme-replacement therapy substantially modify the natural history of the atte-
nuated form of Mucopolysaccharidosis type .

Key words: attenuated Mucopolysaccharidosis type |, enzyme-replacement therapy, o-L-iduronidase, laronidase.

HaGniopgeHuve B TedyeHne 12 net 3a npumeHeHnem pepmeHTo3aMeCcTUTENIbHOW Tepanumn
Y POAHDbIX 6paTa N cecTpbl C ocnaoneHHom ¢OpMOVI MyKonoJsiucaxapmngosa | Tvna: Bax-
Has poJib Ha4Yyana fe4yeHnsa Ha paHHeMmM 3Tane
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06ocHoBauue: Mykononucaxapnzos | Tuna — ato 3a6oneBaHne ¢ ayToCOMHO-PELLECCUBHBIM TUNOM HACNEL0BAHWSA, BbI3BaHHOE AeduLnTOM o-L-naypoHuga-
3bl, XapaKTepU3YIOLLEecs NporpeccupyiowyM Te4eHWeM C BOBIIEYEHMEM B NATONOrMYECKWA NPOLECC MHOMMX CUCTEM OpraHuama. G KIMHUYECKOW TOYKM
3peHus, Mykononucaxapugos | Tuna pasgensioT Ha ABe (DOPMbl: THXKENyK (CUHAPOM [yprep), CUMNTOMbI KOTOPOW MPOSBNAOTCA B PaHHEM [AETCKOM
BO3PACTe W XapaKTepnayrTcs 6bICTPO NPOrpeccupyroLLer HEBPOIOrM4eCcKoil CUMNTOMATUKON, U ocnabrneHHyto dopmy (cuHapomsl Typnep-Leite n LWeie),
KOTOpas npossnseTcs 605ee MeANEHHbIM NPOrPecCUpPoBaHNEM 3a60eBaHNS 6e3/C HAMYNEM UAN 3 HANIMYNEM NErKUX NOPAXKEHNA HEPBHON cucTembl. Cne-
UNUYECKoe NeveHne ocnabneHHoin opmbl Mykononmcaxapuaosa | Tuna coctout B (DepMEHTO3aMeCTUTENbHON Tepaniui NapoHnaason (DEKOMOUHAHTHON

* Jlikapcwbkuil 3aci6 Asibypasum®, KOHIIEHTpAT st posunHy s ingysiit, 100 Ox/mi, 3apeectpoBanuii B YKpaii.
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thopmoit o-L-naypoHuaassl yenoseka, Anbaypasum®*). Mol npeactaBnsieM KNWHWYECKWE AaHHble U [aHHble NabopaToOPHbIX MCCneaoBaHuin y 12-neTHero
nauueHTa ¢ ocnabneHHor hopMoi Mykononncaxapngosa | Tuna, KoTopblid nonyyan gyepMeHT03aMeCcTUTENbHYI0 Tepanuio, Ha4nHas ¢ 5-MecsYHOro BO3pacTa,
N0 CPABHEHWIO C AAHHbIMI OTHOCUTENBHO ero 17-NeTHEN CeCTPbl C 3TUM Xe 3aboneBaHneM, y KOTOpoi Tepanus 6bina HavaTa B Bo3pacTe 5 nerT.

Onucanue KNMHMYECKOro cny4as. KnuHuyeckas oLeHKa aTUX POAHbIX 6pata 1 CeCTPbl YKa3blBaeT HA TO, 4TO Ha4Yano Tepanuu 4O HaCTyneHus 3a60nesaHns,
KOTOPOE MOXET ObITb BbISBEHO KNWHUYECKW, NPUBENO K 3HAYUTENbHOMY YNYYLLIEHWI0 NOCNEeACTBUN Yy MnajLwero 6para. Mocne 12 net depmeHTO3amecTu-
TeNbHON Tepanuu BHELUHWA BUA NULA, NTMHEHAA CKOPOCTb POCTA, a TaKXKe 0OBbEM MEYEHMN 1 Cene3eHkn Obiny HOpMabHbIMI; KPOME TOr0, CTENeHb Nopaxe-
HWS CYCTaBOB, MO3BOHOYHIKA 11 CEPAEYHOrO KNnanaHa 6binia MIUHUMANLHON NO CPABHEHMIO C TaKOBBIMMU €ro CECTPbI.

BbiBoA. Pe3ynbTaThl 3T0r0 MCCNef0BaHUS YKA3bIBAIOT HA TO, YTO PaHHAS AMArHOCTUKA M PaHHee Ha4yano PepMeHTO3amMeCTUTENbHON Tepanii CyLLEeCTBEHHO

M3MEHAIOT eCTECTBEHHOE Te4eHWe ocnabneHHon opmbl Mykononaucaxapuaosa | tuna.
Kniouesble cnosa: ocnabneqHas gopma mykononucaxapugosa | una, depmeHTo3amecTuTenbHas Tepanus, o-L-1nayporHnaasa, napoHngasa.

YMOBHi CKOPOUYEHHS
®3T — chepmeHTO3amicHa Tepanis;
MMC | — mykononicaxapugos | Tuny;
TAl' — rniko3amiHornikaH;

[1C — nepmataHcynbar;

XC — XOHAPOITUH cynbdar.

3arasipHa iHpopMaIIis
ykonoJiicaxapunos I tumy (MIIC 1) —
1le 3aXBOPIOBAHHS 3 ayTOCOMHO-PEIECHB-
HUM TUTIOM YCTAJKyBaHHs, BUKIUKaHe AedilnTomM
o-L-itypoHifasu, 1o XapaKTepusyeTbcs Iporpe-
CYIOUMM TIepebiroM i3 3aydeHHsIM Y TTaTOJOTUHII
mporfec 6araTbOX CHCTEM OPTaHi3My, 3 YPaKEHHSIM
ouetl, cepiis, IMIJIYHKOBO-KUIITKOBOI CUCTEMU, JIETEHb,
CKeJIeTy 1 HepBOBOI cucTeMn. XodYa iCHy€ 3HAYHA
KJIiHIYHA TeTepOTeHHICTh, TMAIIEHTIB MOKHA Bil-
HECTH JI0 OJIHIET 3 JIBOX KATETOPiH, M0 OXOILIIOITH
2 OCHOBHI KJIIHIYHI (hpeHOTUTIH: BaskKa (hopMa 3aXBO-
PIOBAaHHS, TaKOXK BijoMa SIK cuHapoM lypiep, i
ocnabsiera opma 3aXBOPIOBaHHS, IO PaHiIle Majia
Ha3By cunzipoM ['ypaep-1lleiie i cuaapom Ileiie [1].
Cunzpom ['ypiiep pOsIBASIEThCS B PAHHBOMY JIUTSI-
YOMY BIIli 1 XapaKTepU3y€EThCS PAHHIM i TTPOTPECyTo-
YMM ypaskeHHSIM 0araThbOX CHCTEM OpraHi3my,
BKJIIOYAIOYN HEBPOJIOTIYHY CUMIITOMATHUKY, |,
3a BIZICYTHOCTI JIIKyBaHHsI, TIPU3BOIUTD /10 JIETAJb-
HOTO HACJIJIKy IPOTATOM IEPIIOTO AeCATUIITTS
JKUTTA. Y MarienTis 3 ocmabaenono dopmoio MIIC
I Tumy BigMivaeThcd 3HAUYHA KIIIHIYHA TeTepPOreH-
HICTh; CUMIITOMHU [POSIBJSIOTbCI HalyacTinie
B cepelHboMYy ab0 y Mi3HBOMY IUTSIYOMY BIIl,
ajie BCTAHOBJICHHSI OCTATOYHOTO /IiarHO3y MOJKe 3a-
TPUMATUCSI HA Jpyre AECATUITTS. Y Talli€HTiB
3 0cs1abJieHo10 (hOPMOIO 3aXBOPIOBAHHST BiZIMiYa€Th-
¢ TIOBLJIbHIIIE, aje Ge3lepepBHEe 0ro Mmporpecy-
BaHHs, 1[0 OXOILTIOE 0arato CHCTEM OpraHi3my,
6e3 HasBHOCTI ab0 3 HASIBHICTIO JIETKUX TIEPBUHHUX
ypaxkeHb IeHTPaJIbHOI HepBOBOI cuctemu. OQUiKyBa-
Ha TPUBAJTICTh JKUTTS TAIIEHTIB 3 HETIKOBAHOIO
ocaabieroo popmoro MIIC T ctaHOBUTS BT PYTO-
rO IECATUJITTS 10 HOPMAJIbHOI TPUBAJIOCTI SKUTTSL.
MepmenTozamicHa Teparris (D3T) mapownimzasoro,
pekoMGiHaHTHO (hopMOtO o L-itypoHifasu Joju-
uu (Asnbaypasum®), craja CTaHAAPTOM JIKYBaHHST
narienTis 3 ocaberoio hopmoio MIIC T [2].

Mwu mnpencrtaBiagemMo B Iiff cTaTTi gaHi
mpo 12 pokiB criocTepeskeHHs 32 MAIliEHTOM, TIPO
SKOTO TOBIZOMJISIJIOCS paHilie, 3 0caabJeHo0
dbopmoio MIIC I [3], y stkoro D3T 6yJio posmoya-
TO y Billi 5 MicCSIIiB, Y MOPIBHIHHI 3 JAHUMHU HOTO
CTapIIOl CecTPH, Y AKOI TePaITiio po3movarn y Billi
5 pokiB. Hackinbku HaM BiZOMO, HEMa€ IiHIINX
MAIi€HTIB, SKi MPOXOAMJM JIIKyBaHHSA Yy Billl
110 6 MiCSIIiB i 3 TAKUM TPUBATUM TIE€PIOJIOM CITO-
crepeskeHHs potsiroM 12 pokis.

IIpencraBieHHs KIIHIYHOTO BHNIAJIKY

Pinxni 6par i cecrpa

I1iit mapi (6paty i cectpi) B ganuii yac 12 pokis
i 17 pokis, BignosigHo. CecTpi miarHocTyBasu
MIIC Ty Bini 5 pokiB, i B 11eii yac y Hei OyJiu K-
cuuni pucu ocrabienoi ¢hopmu MIIC 1. 3aBasku
BCTAHOBJICHHIO JiarHO3y cecTpi, il Opary aiarHos
6yJ10 BCTAHOBJIEHO He3a0apOM TTiCJIst HAPO/KEHHSL.
[etampHi gaHi PO BUMAOK HABOASATHCS Y TOTE-
penniii my6aikamii [3]. dx 6Gpar, Tak i cecrpa,
€ mocigmMm ckmaaanux rerepo3urotax IDUA
(W402X i L535F)-myTariii. ¥ 0060x mitei mopiu-
HO TIPOBOJIMJIMCS TIOBHI KJIiHIUHI i GioxXiMivHi 10-
CITII/KEHHS. Y KOXKHOI AUTUHHU PO3TOYAN TOTHK-
HeBi iHbys3ii saponigasu B 103i 0,5 Mr/Kr y Bili
5 micsitiB (6par) i 5 pokiB (cectpa). [Hdy3ii BHKO-
HYBaJIM B JIiIKapHi 3 BUKOPUCTAHHSM IMIIJIAHTOBA-
HUX TIPUCTPOIB BEHO3HOTO JOCTYILY; BOHU 0Gpe
HEPEHOCUIIHCS TIAllieHTaMu Oe3 HasIBHOCTI 3apeec-
TPOBaHUX MOOIYHUX PeaKIliii; KpiM TOro, 6yJio mpo-
MyTIEHO /1y:Ke MaJio iHDy3iil.

Piguuii 6par 1

Hayienm Y (uwososivoi crati) (puc. 1);
maca Ttiza: 56,0 kr (>97-ro HMpPOIEHTUIIO), 3PICT:
168,0 cm (>97-ro mponentmmio), OI: 57,2 cm
(98-mii nporenTNIB). 3 BiKY 2 POKIB Yy i€l ANTH-
HU BimMivaBcs 97-f1 TIPOIEHTUND IOJI0 3POCTY.
3pict Garbkis: 3pict Garbka: 170,0 cm (20-i

* Jlikapcwbkuil 3aci6 Asibypasum®, KOHIIEHTpAT st posunHy s ingysiit, 100 Ox/mi, 3apeectpoBanuii B YKpaii.
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Pue. 1. NauieHT Y y Biui 10 pokis i nauieHTka X y Bili 14,5 pokis

MPOIIEHTUJIB ), 3picT Marepi: 165,0 cm (75-ii mpo-
TeHTUJIb ).

¥ Bilti 12 pokiB y 11bOTO XJIOIMTYUKA HE PO3BUHY-
jqucs pucu obsmyust, xapakrtepsi s MIIC 1.
Bin e inrenextyampro wHopmambHuM (1Q: 116),
a gKicTb KuTTS (3rizHo 3 ominkoio 3a EQ-5D-Y)
[4] omintoeTnea sk 100/100; me moBimomIsiocs
PO MOPYIIeHHsT AuXaHHs abo CHY; BiACYTHICTbH
rerarocyieHoMerasii mpu KJIiHiYHOMY 00CTeKeH-
Hi. B pe3ysbrati mpoBe/ieHHS OI[iHKN OMOPHO-PY-
XOBOTO anapaty OyJI0 BUSBJIEHO JIeTKe 0OMEKEHHS
3ruHaHusg-po3runanns 3am'scta (60/30; HOp-
MajbHe 3HaueHHs: 75/70), TOMITKOBOCTOITHOTO
cyroba i 4-ro i 5-ro masblliB GisaTepaibHO; Hiara-
30H PyXy ILJIEYOBOTO i Ta30CTETHOBOTO CYTJIOOIB
€ HOpMaJsIbHUM, 0e3 03HaK CKoJio3y. ITokasHuKM
dopMabHOI OIIHKYW CIAYyXy € HOPMAaJbHUMH, B
pe3yabTaTi TPOBeAEHHS  O(TaTBbMOJOTIUHUX
obcTexkeHb OYyJI0 BUSIBJIEHO MOMYTHIHHSI POTiBKU
JIETKOTO CTYyIeHs, IO BIEpIIe BigMivamsocs
B 12-micgauHoMy Billi, i 3a7TUNIUIOCS HE3MIHHUM.
3 BiKy 7 pOKiB y HbOTO PO3BUHYJACS JATEKO30-
PiCTh Ta aCTUTMATH3M JIETKOTO CTYIEHs, M0 0YJI0
MTOBHICTIO CKOPUTOBAHO 32 JIOTIOMOTOIO JIiH3. EX0-
kapaiorpadiuti 06CTeKEHHS TIPOAEMOHCTPYBAIN
O3HAKW TTOTOBIIEHHS MITPAJbHOTO 1 TPUKYCITi-

108

JAJIBHOTO KJIallaHa 3 HeMOCTATHICTIO JIETKOTO
cTyneHs, siki Oyju BIeplie BUSBJIEHI y Billi
'/ POKiB; nlepeicep/iHa JUaTallis Jerkoro CTyIeHs
Oy.Jia BUsIBJIEHA JI0 BiKy 9 POKIB, ajie 10 1IbOT0 4acy
3AJIMIIAETHCST TPAKTUYHO He3MiHHOI (kiac I 3a
knacudikarmieio NYHA). Pentrenorpadis KicTok
ckesieta y Bitti 10 pokiB MpoIeMOHCTPYBaJa HAasIB-
HICTh MIiHIMaJbHOTO MHOKUHHOI'O JHU30CTO3Y
HIDKHIX TiT XpeOItiB rpyaHoro Biamiry (puc. 2a)
i TpukyTHY (hOpPMY M€SKUX Tl XpeOIliB MIMITHOTO
Bigminy (puc 2b); peHTreHiBChbKi 3HIMKM KHCTI
O6ynn HOpMasibHuMu (puc. 2¢) i mpakTudHO 6e3
3MiH. Pe3ysbTaTu OoCTEofeHCUTOMETpPil € HOp-
MambHUMHU. Pe3yabTatél exekTpoHeirporpadii
CBiUaTh MPO HASIBHICTH OillaTepPaIbHUX JIETKUX
O3HaK ypaxkeHHs1 cepefuHHoro Hepsa. [Jani MPT
TOJIOBHOTO MO3KYy — B HopMi. He 3apeecTpoBano
peruauBHUX iHMeEKIiN. Pe3ymabTaTi mepeBipku
CIYXOBUX BHUKJIMKaHUX TOTEHIaliB cTOBOypa
rosioHoro Mo3ky (ABR) i aymiomerpii nmepebyBa-

I0Tb B M€XaX HOPMaJbHUX 3HAYEHD.
3araipHi PiBHI eKCKpellii TTiKo3aMiHOTIiKaHiB
(TAT) i3 ceuero Gysn MiABUINEHI 0 TPOBEICHHS

Puc. 2. [layieHT 4 y BiUi 11 pokiB: a) 3nerka osanbHa gopma
HVDXHIX Tin Xxpe6uis; 6) 3nerka TpukyTHa dpopma Tin Xpebuis
LUWIAHOTO BiAAiny; €) BIACYTHICTb 03HAK MHOXXWUHHOIO AW30CTO3Y
KUCTEeN pyK
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D3T i nopmaisdyBamucs 4depe3 4 Micdli Tepa-
mii [3]. [Hokasuuku Bmicty ['Al" y 3paskax,
B3ATHX Oe3rocepeiHbo nepes iHdysiero, 3amuiina-
JIUCST B MEXKax BIKOBUX HOPMaJIbHUX 3HAYEHb
10 BiKy 8,5 POKiB, KOJIM PiBHi IiBUIIUIUCS /10
89 MKr/CcyT. (HOpMasTbHe 3HAYeHHS: 37 MKT/cyT. £ 18)
no pocsrHenns Biky 10,5 pokis, i B mogasbiiomy
HopMasisyBasucs. Pesynbratu esexkrpodopesy
I'AT B cedi, o XapakTepu3yBaIuCs 0 TPOBEIEH-
g P33T wmagsuictio nepmarancyabdary (/C)
i remapancyabdary (I'C), HopmastizyBanaucs micJist
4 micsmi M3T o Biky 6 pokiB, KoJu BigMidamacs
HagBHicTh JC i xonzapoitun cyabdary (XC)
y criBsigHomen#i 50/50 10 TenepinHboro yacy.

[Ipu Busnavenni piBHs Al y masmi Kposi
y Bini 11,5 pokiB BiH cTaHoOBUB 2,8 MKI/MJ
(mopmanpHe 3HaveHus: 2,7 Mrr/ma + 1,12),
3i cmiBBignomennsim XC / JIC, 1m0 craHoBUJIO
98/2 (nopmanbhe snauerss: 100/0); Bouu 1moxio-
Hi 10 PiBHIB, oTpuManux y Bimi 6, 9 i 10 poxis.
o nposenentss M3T He GyB AOCTYIIHUM 3Pa30K
miasmu kpoBi. [licms 12 pokis D 3T mupkymooyi
AHTUTIJIA JI0 JIAPOHI/Ia3W He BUSIBJSINCS TIPU
BuKopuctanti metony [DA.

Pigna cecrpa 2

Hayienmxa K (xinouoi crati) (puc. 1); maca
tima: 58,0 kr (> 50-ro mpoleHTHI0), 3picT:
154,0 em (10-i1 mporenTin ), OT: 59 em (> 97-10
npoueHTuna0). BoHa Mae HOpMAaJTbHUU iHTEJIEKT
(1Q: 80), a sxictb sxutTst (EQ-5D-Y) omiHioeThCst
ak 100/100; menapxe movanaca y Biri 12 pokis
3 HOPMaJIbHUM CTPUOKOM 3POCTY IIiJ] Yac Mepiopy
crateBoro po3pisamnns. [Ticas 12 pokis @ 3T Bona
noci Mae momipHo Tpy6i prcu obmuust (puc. 1).
O06'eM TeUiHKM 1 cele3iHKM HOPMAai3yBasHCs
B Meskax mepiioro poky mnposenenns 3T i 3amm-
majucsd B MeKaX HOPMU Ha 4Yac KJIIHIYHOTO
obcreskeHHs1. Pesysbrati 00CTEKEHHS OMOPHO-
PYXOBOTO amnapary BKa3ylOTh Ha TPOTPECYBaHHSI
ypakeHHsT CyrI06iB 3 OOMEKEHHSIM JianasoHy
pPyXy SK TPOKCUMAJIBbHUX, TaK 1 IUCTaJbHUX
cyriobiB. Y Hei pO3BUHYJIUCS KOHTPAKTYPH BCiX
nanpiiB (medopmariis y BUIISAI KirremomiGHOT
KHCTi) i BaskKe OOMEXEHHS ialmasoHy pyxy
BCiX cyro6iB; 30KkpeMa, B JIKTHOBUX, KOJIHHUX
i TOMIJIKOBOCTOMHMX cyriobax BiaMmidamocs
(dikconane srunanns 15, 20 i 15°, BigmosiaHO; Xpe-
6er — npamuil. BoHna e MoKe MOBHICTIO HigHATH
PYKHU Haj roJioBoio. Pe3yabratét ohTabMOIOTIv-
HOTO 00CTEKEeHHs BKazyBasii Ha Judy3He i Bupa-
JKeHe TIOMYTHIHHST POTiBKHU, HasiBHE 3 BiKy BCTaHO-
BJIEHHS J[IarHO3Y; CTYIiHb MOMYTHIHHS 3aJUIIaB-
csl He3MiHHUM micsst 12 pokis Teparmii. Y Bii
11 pokiB y Hei pO3BUHYJMCS AATEKO30PICTH Ta
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ACTUTMATH3M, 10 OyJIO TOBHICTIO CKOPUTOBAHO
3a jgomnomoroio JiH3 (rocrtpora 3opy: 10/10).
Bona maga nepcuctyrounii pequInBHUN cepeHiii
OTUT 1 Ma€ JIETKY [IBOCTOPOHHIO KOHAYKTUBHY
TYTOyXiCTb, MO TepcucTyBasia y Bimi 16 pokis,
i o Gysio miaTBepIKeHo 3a pesysabTatamu ABR
i ayniometpii. He BiiMiuaeTbes mopymieHb AUXaH-
Hs1 abo cHy. B pesyibrari obcTekeHb cepiis
He OyJI0 BHSIBJIEHO 3HAYHOTO MPOTPECYBAHHS
MOMIpHOI Hel0CTATHOCTI MiTpajbHOTrO KJlalaHa
3 TOTOBIIEHUMU CTBOPKAaMM KJalaHa, MPO IO
MOBIIOMJIAIOCS paHilie, MPOJATCy TePeIHbOTO
Kpalo i MOTOBIEHHS JIBOTO INEpeicep/isd JIETKOro
crynenst (knacudikariig 3a NYHA: II). Pentre-
Horpadist KiCTOK cKeJsieTa He IIPOJEMOHCTPYBaJa
HOJIIIIEeHHS 11 TOMIPHO Ba)KKOTO MHOXKUHHOTO
JIN30CTO3y 3 O3HAKaMU HE3HAYHOTO TOTipIIEeHHS
3MiH 3 GOKy rpyaHux xpeOiliB, aje Bigmidasucs
cTabibHi pe3yabTaTH MO0 IMUHHUX XpeOIliB
i kucreit pyk (puc. 3a, b i ¢). O3HaKM MHOKIHHO-
ro AM30CTO3y Oy/IM HasgBHUMHU Y IiBUMHKHU BKE
y Bitli 4 pokiB i 6 micaiB [3]. PesyabTaTin octeo-
JleHCUTOMEeTPii € HOpPMaJbHUMHU [ 1i BiKY.
PesynbraTtu cnipomeTpii 1IpPOJAEeMOHCTPYBaIu
aMmimanuit BeHTuaAgTOpHUNE martepH (DIKEJI
66%, OOB1 70%, IIIIB 71%, MOIll2-75 79%);

Puc. 3 MavjeHTka 2K y Billi 16 POKiB. 03HaKN MHOXWHHOIO ANU30CTO3Y
Ha Tini Xpe6uis rpyaHoro (a) i wuitHoro (b) BiAAinis i KUCTAX pyK (C)
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B pe3yJbTaTi OIIHKKA KPHUBOI <«IMOTIK-06'€M»
OyJI0 BUSIBJIEHO IIATOJIOTTYHE CILIOIEHHS KOHTYPY
BUIMXY, 1[0 CBIAYKMIIO TIPO BapiabesbHy 06CTPYK-
1ifo AnxaabHUX MUAxiB. Pesymbratn MPT romos-
HOI'O MO3KY He BKa3yIOTbh Ha HassBHICTh 3MiH 3 GOKY
61101 PEYOBHMHH, Pe3yJIbTaTH eeKTpoHelporpadii
BKa3ylOTh Ha OijaTepajbHy HasgBHICTH JIEIKUX
03HaK KOMIIpecil cepeluHHOro HepBa. B 3B'si3Kky
3 MMPOTPECYIOUNMHI TPYAHOIIAMHK 3 XOAbOOT0 Yy Billi
16 poxkis, iii GyJ0 poBeieHo OitaTepaibHy eJ10H-
raiito axiJIoBOro CyXOxKUJLJI.

3araspuuii piBenb exckperiii [AT 3 cedeio GyB
JIVIIIe HE3HAYHO BUIIUM BiJl BEPXHBOI MeXKi HOpMU
1714 ii BIKY TIPOTATOM OcTaHHIX 6 pokiB. Pe3ysbra-
T esiektpodopesy ATl B ceui BkazyBasm Ha HasIB-
nicte JC i XC 3i cmiBBignomenuam 50/50, 1o
BiKe criocrepirasnocs y Biri 11 pokis [5]. T'C, nasis-
nnit 1o posesientss M 3T, 3HuK yepes 5 MicAIIiB.

[Tnasmosi piBui AT y Bimi 5 pokiB 10 mpose-
nerrast 3T cranosuin 18,2 MKr/Ma (HOpMasIbHe
3HavyeHHs: 5,27 mkr/mu £ 3,01) 3i criBBigHOIIEH-
uam XC / [IC, mo cranoBuio 25/75 (HopMasbie
sravennst: 100/0); uepes 6,91 10 poxis ®3T pisHi
I'AT B mraswmi 3aiuimasycs B MeKax HOPMU I ii

Jiarnocrnka va ©3T
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BiKy, jimiie 3i catioBuMu KibkocTsimu /[ C (BigHO-
nrennsg XC/J1C cranosuio 98/2). Iicus 12 poxis
D3T piBHI MUPKYJIIOIOYUX AHTUTIJ 0 JIAPOHiTA3U
He OyJIv BUSIBJICHI.

XpoHOJIOTid crocTepesKeHHs 1 HACi/IKU HaBO-
IAThCS Ha pucC. 4.

Bucuosku

Corni narientis 3 MIIC 1 orpumyBanun M3T
3 vacy cxBajieHHs JapoHinasu [6—8]; omHak
y TiepeBaxKHOI GiIBIIOCTI 3 HUX JIiKyBaHHS GYJI0
PO3II0YaTO, KOJIM y HUX BKe OYB HasIBHUM 3HAU-
HUIl TsATap 3axBoptoBanHs. Omy6iikoBaHi J10Bro-
CTPOKOBI [laHi CHOCTEepPeKEHHS BKa3ylOTh Ha Te,
mo, xoua M3T 3gaTHa iCTOTHO 3MIHUTH TPUPOJI-
HUIT TIepebir 3aXBOPIOBaHHS, BOHA Ma€ 0OMEKEHHSI
B CBOIUl 3/TaTHOCTI iHBEPTYBaTU OCHOBHI KJIHIUYHI
nposiBu [9—12]. OcranHiM yacoM Iii pe3yJabTaTh
Oynu takox miaTBepmkeHi Al-Sannaa N.A. et al.
[13] v 4 marieHTiB, gKi OTpUMYyBaJN JIiKyBaHHS
mpotsiroM Tepiioro poky skutts. Crpaszi, @3T
MOJKe IHBEePTYBATH JleAKi KITIHITHI 03HAKH, TaKi SK
TOBINMHA IKipH i remaTociieHomeraris, age M3T
Ma€ OOMEKEHHS MO0 3BOPOTHOTO PO3BUTKY
iCHYIOUMX BIXWJIEHb Jialla30Hy PYyXy CYIJIOOiB.
Kpim Toro, ®3T € menm epeKTuBHOIO B 3MiHi
IHIIIX TTPOSTBIB, MiCJIS TOTO, IK BOHW BCTAHOBJIEHI,
TaKUX SIK MHOKUHHUN IU30CTO3, TIATOJIOTiA cepiie-
BOTO KJjallaHa i MOMYTHIHHA poriBku [7, 9], gki
€ pe3yJIbTaTOM CKJIQTHUX MATOTEHETUYHNX KacKa-
B, 1O MPU3BOJIUTH /10 HE3BOPOTHOTO YPaskKeHHS
criosryyHoi Tkanunu [11]. BugaeTncs, 1mo moyaTox
D3T npu HASBHOCTI 3HAYHOI apTPOMATii TPU3BO-
IUTHh JI0 JIEIKOTO TIOJINIIEHHS [ialla30Hy pPyXy
CyrJI06iB MPOTSTOM Tepinx 1—2 pokiB JTiKyBaHHS,
3 TOAAJBIIOI0 cTabii3amiero 3axBOPIOBAHHS
ab0 TIOBLJIBHINIOW IIBMAKICTIO MPOrpecyBaHHS
3axBopioBanud. i crmocTepeskeHHsT TPU3BETN 10
NPUITYIIEHHS, 110 jay)Ke panHiil mouatok D3T,
TOOTO [0 TOSBU 3HAYHWUX MPOSBIB ypakeHb
CKeJIETHOI CUCTEMM, MOXKe TIPU3BECTH /IO TIOJIT-
HIeHHsI HACJiJKIB y TAIli€HTIB y JOBTOCTPOKOBIi
nepcrektusi. [Togi6HI J0BOAM HABOAATHCS BIHOC-
HO TOTEHI[IHHOro BIJIMBY PaHHBOTO IOYATKY
D3T na iHmI KIOYOBI KIIHIYHI 03HAKH, TaKi AK
posiBU 3 GOKY cepiist, 0(hTaTbMOJIOTIUHI Ta peci-
paropHi npogasu. IlopiBHANBHI criocTepeKeHHs
micas 12 poki M3T y 1€l yrikaabHoOi Tapu pif-
HUX OpaTa i cecTpu 03BOJISIIOTH OTPUMATH Tepe-
KOHJIUBI JIOKa3W MLIOZ0 ICTOTHUX BiJIMiHHOCTeH
y BBl D 3T na narientis 3 MIIC 1, kosu Tepa-
M0 PO3NOYMHAIOTH /10 TOSIBU 3HAYHWX IPOSBIB
3axBopioBaHHsA. Crifi 3a3HAUYUTH, MO yPa’KEHHS
CKeJIETHOI CUCTeMH, CyTJI00iB i ceplieBOro KiamnaHa
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MTPOJIOBKYBAJIN MPOTPECYBATH TIPOTATOM OJMHA]I-
LATU POKIB Teparii y cecTpu, y KOl Tepairiio 6yJ10
PO3II0YaTo y Billi 5 POKIB, B TOM 4Yac sIK y ii MOJIOJI-
moro Gpara, y SIKOro Tepariio OyJ0 po3mo4arto
y Billi 5 MiCSIIiB, BifiMidaIicst MiHiMaJIbHI ypaskeH-
Hs1 cyrobiB i cepist 6Ge3 03HaK TPOrpecyBaHHS
3aXBOPIOBaHHS PoTiBKHU. HesBaxkaoouu Ha BiCYT-
HICTb CUMIITOMIB, [IOB'SI3aHUX 13 yPaKE€HHSIM CKe-
JIETHOI cucteMu y Opata, y sIKOrO Tepariio 6yJio
po3I04aTo B MOJIOJIIOMY Billi, Y HbOTO CIIpaB/i
BIZIMIYAIOTHCSI O3HAKKM YPasKE€HHs IPYIAHUX Xpeo-
iB, a TaKOXK ypa)kKeHHS KJAllaHiB cepiisd y BiIli
10 7 pokiB. Pesynbratu 6i0XiMIYHUX JOCJIiIKEHD,
o0 TpoBoAWsMCcs y 1iei mapu (6para i cectpu),
cBifiuaTh TPO Te, 10 Ha OiIbII Ii3HBOMY eTarri
B IUTUHCTBI CIIOCTePIiraancs moMipHe 36iIbIIeHHs
saranbHux piBaiB TAT B cedi i 6isbin BupakeHo —
nepmatancyiabdary. KpiMm toro, 6yB HasgBHUM
HOpMaJTbHUI 3aramdbHuii piBerb ['Al' B mmasmi
KpoBi, jmte 3i crigoBumu KimbkocTamu J[C. Hi
B ceui, Hi B I71a3Mi KpoBi, He 0yJ10 Busisiero I'C 10
nouatky M3T. Hegasro De Ru et al. [14] i Lange-
reis et al. [15] moBimomusim, o HastBHicTH [[C
i TC mosxe OyTu 1oB's3ano0 3 103010 M3T abo
CTaTyCcoOM aHTHUTIN y TAIi€edTiB. Buxoasaym 3 nux
JIAHKX, a TaKOXK Pe3yJIbTaTiB KJiHIYHUX Ta 6ioxi-
MIYHUX JIOCJI/I)KeHb Y HAIUX MAI[l€EHTIB, MU IIPU-
MTyCTUJIH, 1O KiJTbKiCTh (hepMeHTy, IO IMocTava-
€ThCsI, MOKe OyTH OHIEI0 3 IPUYMH HEAOCTATHBOI
nerpazgamii AL Takum gunoM, mosgBa KITIHIYHAX
03HaK HaBiTb MiCJA MOYATKY Tepartii Ha paHHbOMY
eTall o3HaYaTUMe, 110 CJIi/] PO3TISAHYTH a60 306i/1b-
mernst 103 M3T, abo 3acTocyBaHHS T0JATKOBUX
aA'IOBaHTHUX TepaneBTuyHuX 3acobis. Crpasi,
nocaijpkennss Ha Mogeasx MIIC y TBapun
CBiT4aTh TIPO Te, M0 PaHHI 3MiHU MO3aAKJIITUHHOTO
MaTPUKCY Ta 3arajbHi MeXaHi3Mu, HMOBIpPHO, BiJIi-
TpaloTh MEBHY POJIb y TPOTPECYBaHHI ypaskeHHS
ckeJsieTy i crosryunoi tkanuHu [16, 17]. Takum
YMHOM, MOJKE 3HaJJOOUTHCS J0aBaHHs al FOBaHT-
HOI Tepamii, cnpsMoBaHol Ha Ii MeraboJiuHi
misixu, abo Tepariil, OPIEHTOBAHOI HAa 3HVKEHHS
cybeTpaty, A 3abe3edeHHsT KPaIoro HacaigaKy
JIJTS TIAI[IEHTIB.

[eit kiHIYHMI BUNAJIOK MOKA3YeE, 10 PaHHIN
MMOYaToOK Tepatii iCTOTHO 3MIHIOE TTPUPOIHUI
nepebir ocmabienoi ¢popmu MIIC I i BucyBae
Ha Mepuiuil TJaH BaKJIUBICTb 1 MOTEHUIHHUN
BIJIWB, SKi HeOHATAJbHUN CKPUHIHT 1 pamHiil
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MOYaTOK Teparii MOXYTb MaTW TPU HASIBHOCTI
IIHOTO TTPOTPECYIOYOTO 3aXBOPIOBAHHS.

3roaa

Cim'to moiadopmMyBaan Tpo XapakTep AOCITi-
JUKeHHsT, i GyJ10 OTPUMAHO MHUCHMOBY iH(bOPMOBa-
Hy 3rofy Big 6arbkiB i 17-piuHOI JOYKH OO
myOutiKaii 1boro KJAiHIYHOTO BUITAJAKY Ta HaJaHHSI
cynyTHiX doTo. Korig nucbMoBoi 3roiu 10cTyITHA
JUIST PO3TJISITYy PEAKTOPOM I[bOTO JKYPHAITY.

Konkypyioui intTepecu

ABTOPH TTOBIZIOMJIIOTD TIPO BiICYTHICTh Y HUX
KOHKYPYIOUUX iHTEpeCiB.

CuiBripais aBTopiB (po3noij 000B'a3KiB)

OG cmpoekTyBaB MOCJIKEHHS, HaINCaB
[epIry YepHeTKY PYKOIHUCY Ta CXBAJIUB OCTATOY-
HUM PYKOTHUC B SKOCTI PYKOMHUCY, TTOAAHOTO Ha
posrisin. GVC cripoeKkTyBaB J0CiIKEHH s, HAIIN-
CaB TIEPIIy YEPHETKY PYKOIIKUCY Ta CXBAJUB OCTa-
TOYHUH PYKOTTHC B IKOCTI PYKOITHUCY, TIOJJAHOTO Ha
posrasa. AF OyB BianoBigaJbHUM 3a crocTepe-
JKeHHs 3a maljieHTamu, 30upaB KJIHIUHI AaHi
Ta JIaHi IHCTPYMEHTATbHUX JOCTIKEHD, TTePerJis-
HYB 1 CXBaJMB OCTAaTOYHUI PYKONUC B SKOCTI
PYKOTIHCY, MOJAHOTO Ha po3rsii. LS OyB Biamosi-
JaJbHUM 3a CIIOCTEPEKEHHST 3a HallieHTaMu, 301-
paB KJIIHIYHI aH] Ta JJaHI IHCTPYMEHTAJIbHUX J10-
CJIIKeHb, TEPETISIHYB 1 CXBAJWB OCTAaTOUHUH
PYKOITUC B SIKOCTI PYKOIMCY, MOJQHOTO Ha PO3-
riasa. LZ BUKOHaB, iHTeprnperyBaB i po3poOUB
GioXiMiUyHI aHaIi3M Ta XapaKTePUCTHKY TJIiKO3a-
MIHOTIJIIKAHIB cedi 1 IJIa3MM MAaIli€HTIB, a TaKOXX
CXBAJINB OCTATOYHUH PYKOTHC B SIKOCTI PYKOIIHCY,
Mo/TaHOTO Ha Po3TJisA/l. NV BUKOHAB, iIHTEPIIPETYBaB
i po3po6uB GioXiMiYHI aHAII3K Ta XapaKTEPUCTHKY
TJIIKO3aMIHOTJ/IIKAHIB cedl 1 IJIa3MHU MAI[l€HTIB,
1 CXBAJIUB OCTATOYHUI PYKOIIUC B SIKOCTi PYKOIIUCY,
nofmanoro Ha poariga. LAC cipoekTyBaB moCTi-
JUKEHHS, TPOBIB KPUTUYHUM PO3TISAL PYKOITHUCY
1 CXBAJIUB OCTATOYHUI PYKOIIUC B SIKOCTI PYKOITUCY,
MOJTAHOTO Ha PO3TJISAI.

Hooaxa

Mu 0axyemo npopecopy Tommaso Beccari,
xageopa oOioximii, Ynieepcumem Ilepyooci,
Imania, 3a eusnauenns ammumin 0o ¢ep-
menmie. Ile docnidwcenns Pinancyeanocs
PRIN 2012 ma @ondom Manuini, @aodpiano,
Imanis.
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NMpaeuna noagayi Ta opopMNneHHA cTaTen

ABTOpPCHKa CTATTsI HAIPABJSIETHCS /10 PEIAKINi eJeKTpoHHOIO momToo y dhopmari MS Word. CtaTtst cympoBOIKy€EThCs
oDiIiitHIM HaTIPaBJIEHHSIM BiJl YCTAHOBU, B SKiii Oysia BuKoHaHa pobOTa, 3 Bi3010 KepiBHUITBA (HAYKOBOTO KEPiBHWKA),
3aBIpEHUM KPYIJIOK MEYaTKOW YCTAHOBM, €KCIHEPTHUM BHUCHOBKOM IPO MOJKJMBICTH BiAKpUTOI my6JriKailii, BUCHOBKOM
€TUYHOTO KOMITETY yCTaHOBH ab0 HaIiOHaabHOI Komicii 3 6ioeTnkn. Ha ocTanmiil cTopinii ¢TaTTi MaioTh OyTH BAACHOPYYHI
mianmen Beix aBTopiB Ta iHdopMaltis mpo BiZACOTKOBUI BHECOK Y POOOTY KOKHOTO 3 aBTOPIB.

[IpuiimaloTbes opuriHasu CynpoBIIHUX JOKYMEHTIB 3 IPUMIPHUKOM PYKOIIUCY, IiIIICAHOTO aBTOPOM(aMu), HaJicjaaHi
MOIITOI0, 200 CKAHOBaHi KOTIi BHUIE3a3HAYEHUX JOKYMEHTIB i Mepinoi (TUTYJIbHOI) CTOPIHKHM CTATTi 3 Bi30I0 KepiBHUIITBA,
[eYaTKoo yCTaHOBH 1 mignucamu Beix aBropis y hopmati Adobe Acrobat (*.pdf), Hazicnani Ha eleKTPOHHY ajgpecy peAaKIiii.

CratTti mpuitMaioTbest yKPaiHCHKOIO, POCIiIChKOT0 a60 aHTIIHCHKOI0 MOBAMU.

Crpykrypa Matepiamy: BCTynm (CTaH TpOOJIEeMH 3a TaHUMU JiTepaTtypu He Oifbie HiXK 5—7-pidHOI JABHOCTI); MeTa,
3aBIAHHSI, MaTePiai Ta METOJU; Pe3yJbTaTH HOCHI/KEHHsI Ta iX 0OroBOpeHHs! (BUCBITJIEHHS CTATUCTHYHO OIPAIbOBAHUX
pe3yJIbTaTIB OCAIPKEHHS ); BUCHOBKHU; MEPCIEKTUBY MOJATBIINX [OCTIIKEHD Y JAHOMY HAPAMKY; CIIUCOK JiTeparypu (aBa
BapianTtn); pedepaTu yKpaiHCbKOIO, POCIHCHKOIO Ta AHTJIIHCHKOI0 MOBAMU.

Pedepar € nesasieskHUM Bijl CTaTTi JyKepeJIoM iHpopMallii, KOPOTKHM i TOCTiIOBHUM BUKJIJICHHAM MaTepiary my6aikarii
3a OCHOBHMMU PO3/isaMi i Mae OyTu 3posymizmm Ge3 camoi my6orikaitii. Mloro o6esar He noBunen 6ytu menine 300—350 ciis.
OGOB'A3KOBO TIOJAIOTHCS KJIOUOBI cioBa (Bif 3 710 8 CJiB) y TMOPSAKY 3HAYYIIOCTI, IO CIPUATAME IHIEKCYBAaHHIO CTATTI
B iH(opMmaniliHo-NoMyKoBHUX cucTeMax. Pedepar 10 opuriHanbHOI cTaTTi HOBUHEH MaTH CTPYKTYPY, 10 TOBTOPIOE CTPYKTYPY
CTATTi: MeTa JIOCIKEHHS; MaTepiai i METO/IN; Pe3yJIbTaTh; BUCHOBKH; KJIFOUOBI €I0Ba. Y ci posaiau y pedepari MaroTh OyTi
BU/IIJICH] B TeKCTi XUpHUM mipudTom. g inmmx crareir (OrJsm, JieKilid, KJIiHIYHIN BUMAA0K TOIO) pedepaT MOBUHEH
BKJIIOYATU KOPOTKHUI BUKJIQ/[ OCHOBHOT KOHIIEIIii CTATTI Ta KJIIOYOBI CJIOBA.

Odopmanenns crarri. Ha mepmiiit cropinmi 3asuavaiorses: ingeke Y /LK miBopyu, imimianau Ta npissuina aBTopiB, Ha3Ba
CTaTTi, HA3Ba YCTAHOB, /i€ MPAIIOIOTh aBTOPH Ta BUKOHYBAJIOCH JIOCJIi/IKEHHSI, MiCTO, KpaiHa. 32 yMOBH IIPOBEJIEHHS IOCTI/)KEHb
i3 3aTy4eHHsAM OYIb-KUX MATEPIaJIiB JIOACHKOTO MOXOKEHHS, B PO3/Iiai «Marepiaiu i MeToin» aBTOPH MOBUHHI 3a3HAYATH,
0 JIOCJI/IKEHHS TIPOBOAMJIVCS BIJMOBIAHO [0 CTaHAApTIiB GioeTHKH, Oy CXBaJeHi eTHYHWM KOMITETOM YCTaHOBH abo
HaIliOHAJILHOIO KOMici€lo 3 GioeTuku. Te came CTOCYETHCS 1 IOCTIIKEHD 3a yYacTo TabOPaTOPHUX TBaPHH.

Hanpuxaao: </[ocrioxcenns suxkonani 6i0nogiono 0o npunuunis [envcincoxoi Jexaapauii. [Ipomoxon ociioncenis yxeaienu
Joxawvnum emuunum xomimemom (JIEK) ecix sasnauenux y pobomi ycmanos. Ha nposedenns docrioxcens Gyio ompumano
noingopmosany 3200y 6amoiie dimeu (abo ixmix onikymie)».

«Ili0 uac nposedenns excnepumenmis i3 1aOOPAMOPHUMU MEAPUHAMU 6CT Oloemuuni HOpMU Ma pexomenoauii Oyau
dompumani».

KimpkicTs imoctpariit (pucyHkn, cxeMn, miarpamu, ¢hoto) Mae 6yt MiniMaabHoro. liarpamu, rpadiku, cxeMu GyIyIOTbCS
y niporpamax Word a6o Excel; pororpadii mosurHi Mmatu ogus i3 Hactynaux opmaris: PDF, TIFE, PSD, EPS, Al, CDR, QXD,
INDD, JPG (150-600 dpi).

TabuuIii Ta pUCYHKH PO3TAIIOBYIOTH Y TEKCTI CTATTI Bifipasy IicJIs EPIIOro 3rajlyBanHs. Y MiJINUCY 10 PUCYHKY HABOJSTH
ifioro HasBy, po3IK(POBYIOTh yCi yMOBHI T03Hauku (udpu, Jitepu, Kpusi Tomo). Tabauii MawoTh 6yTH OhOopMIIeHi
Biznosiano 10 BuMor [IAK, 6yTH KOMIAKTHUMH, TPOHYMEPOBaHUMH, MaTH Ha3By. Homepu Taburuiih, ixHi 3arooBKH i 1iudposi
Jiani, 06pobIIeHi CTaTHCTUYHO, TOBUHHI TOYHO BiAMOBIATH HABEJEHUM Y TEKCTI CTATTI.

[Tocnmanug Ha JiTEepaTypHi [Kepesa y TEKCTi MO3HAYAI0ThCA UdpaMu Y KBAJPATHUX MYKKaX Ta BiAMOBIAI0OTh HyMepallii
y cnmcKy gitepatypu. CraTTi 3i CIMCKOM JiTepaTypHUX JKepes Y BHUIJIAAI MOCHIAHb Ha KOKHIH CTOpPiHII a60 KiHIEeBHX
MOCWJIaHb He NPHIIMAIOThCA.

Heo06xiaHo nogaBaty ABa BapiaHTh CIIMCKY JITEPaTypu.

ITepmnii (ocHOBHMIT) BapiaHT HABOAMTHCS OJIPA3y IiCJIsI TEKCTY CTATTi, JPKepesa PO3TaloByioThes 3a andasitoM. Crincok
JiTepaTypy HaBOAUTBCS JaTuHuIeo. /[kepesia Ha YKpaTHCBKIN Ta pOCifichbKill MOBAaX HABOJSTHCS Y TOMY HAllMCAHHI, SK BOHU
3a3HayveHi Ta PEECTPYIOTHCS Ha aHTJIIHCHKUX CTOPIHKAX CANTIB JKypHAIiB. AKIIO /pKepesio He Ma€ Ha3BU aHTJIHCbKOI0 MOBOIO —
BOHO HABOAUTHCS y Tpanciitepaitii. Take oopMIEHHST CIUCKY JiTepaTypr HEOOXITHO IS aHAMI3Y CTATTi Ta TMOCHJIAHb Ha
ABTOPIB ¥ MIUKHAPOAHUX HAYKOMETPUIHUX Oa3ax MAHUX, MiIBUINEHHS IHAEKCY IUTYBAHHST aBTOPIB.

JIpyruii BapiaHT MoBTOPIOE TIEPIINI, ajie [PKepesia Ha YKPAiHCHKIl Ta pOCifichKiil MOBaX MOAAIOTHCS B OPUTIHAIBHII (hOpMi.
Ileit BapianT HeoOXimHMI Ny O(OPMIEHHST €JEKTPOHHMX Bepcili sKypHaiay Ha pOCIHCbKiil Ta yKpaiHCbKill CTOpiHKaX,
IIUTOBAHOCTI Y KUPHJIYHUX HAYKOMETPUYHHUX Oas3ax.

3rimno 3 Hakazom MOH VYxpainn Ne40 sig 12.01.2017 p. «IIpo 3arBep/pkenHs BUMOT /10 0DOPMIIEHHS jncepTailiii>
o OPMIIEHHS CITUCKY JiiTepaTypH 3/ilicHIoeThes BignosizaHo ctiio APA (American Psychological Association style), 1o moske
BUKOPUCTOBYBATHUCS Y MCEPTAIITHIX POOOTAX.

Tpuxnaou opopmaenns nimepamypruux oxcepe:

Author AA, Author BB, Author CC. (2005). Title of the article. Title of Journal. 10(2);3:49-53.

Author AA, Author BB, Author CC. (2006). Titile of the book. Sity: Publisher: 256.

VY Tekcti CTATTi JOIYCKAIOThCS 3arajJbHONPUIHATI CKOPOYEHHsS, a TaKOK aBTOPCHbKI CKOPOYEHHs, sAKi 000B'A3KOBO
PO3UIGPOBYIOTHCS Y TEKCTI TIPH MEPIIOMY 3Ta/[yBaHHi Ta 3aJUIIAETHCS HE3MIHHIMHU 110 BCbOMY TEKCTY. Y KiHIIi CTaTTi aBTOPU
MAIOTh 3asBUTH TIPO HASBHICTH OY/b-sIKUX KOHKYPYIOUNX (DIHAHCOBUX IHTEPECIB IMIOM0 HAMMCAHHS CTATTi. 3a3HayCHHs
KOHGJTIKTY iHTepeciB abo HOro BiICYTHOCTI ¥ CTATTi € 000B'I3KOBUM.

Ipuxnad: <Asmopu saseisomv npo sidcymuicms Koupaikmy inmepecies> abo «Mamepian nidzomosnenuil 3a niOMpPUMKU
KoMnamii...»

CraTTs 3aKiHUYETHCS BIIOMOCTSAMHU TIPO yCiX aBTOPIB. 3a3HAYAIOThCSA TPI3BHILE, IM'st, 10 GATbKOBI (IOBHICTIO), BYECHUI
CTYIIiHb, BYEHE 3BaHH:, MOCAAA B YCTaHOBI/yCcTaHOBaX, poboya ajpeca 3 IMOIITOBUM iHAEKCOM, poGounii Temedon i aapeca
enektponnoi nourry; izentudikatop ORCID (https://orcid.org/register). ABTop, BiAnOBiaNbHUI 32 3B'A30K i3 penaKitieio,
Ha/jae cBill MOOLIbHII /KOHTAKTHUI HOMep TesiedoHa.

BiamoBinambHicTh 3a IOCTOBIPHICTD Ta OPUTIHAJBHICTH HAJJAaHUX MaTepiamiB ((hakTiB, IUTAT, TPI3BUII, iMEH, Pe3yJIbTaTiB
JTOCJTIJIKEHD TOIO) HECYTh aBTOPH.

Penaxist 3abe3nedye penensyBaHHs cTaTeli, BAKOHYE CleliajgbHe Ta JiTepaTypHe pefaryBaHHs, 3aJuIIac 3a c0O0I0 paBo
ckopouyBaTu 00car crateil. Biamosa aBropaM y myOsikarii ctaTTi MOKe 3MIHCHIOBATHCA (€3 MOSCHEHHs TPUYUH M HE
BBAJKAETHCSA HEraTUBHMM BUCHOBKOM IO/I0 HAYKOBOI Ta MPAKTUYHOI 3HAYYINOCTI POOOTH.

Crarri, opopmiieni Ge3 O0TPUMAHHS NPABHI, HE PO3TISAAIOTHCS i HE TIOBEPTAIOTHCS ABTOPAM.

Peoxonezia
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Bif 45 «r 4

IHdhekuii gonae npocTo,
He3asneXHo Bif 3poCTy

Azumen®, Tabnerkn’
Airova pesosuna: azithromycin (aauTpomiuns); 1 TaGNETKA MICTHTE a3UTPOMILMHY AKriAPATY, ¥ NepepaxysakHi Ha
AINTpOMiUKH, 500 mMr.
Nixapcsxa dhopma. TaGneTky, BKPUTI NNIBKOBOIO DBONOHKOID.
DapMaKoTEpaneaTHYHa rpyna. AHTHOaKTeplansHi 3ac06K [LNA CUCTEMHOMD 3acTocysanHA. Makponigm, nivkozamian
Ta cTpenTorpaming. Aantpomiuwy. Kog ATX JOTF A10.
Noxasanss. IHexui, cnpuguHeni MIKPOOPraHiaMamMu, SyTNHBHMA 10 3HTPOMILIAHY:
intpenyii NOP-opraxie (GakTepiansHui haparit/TONINNIT, CHHYCUT, CEpagHin oTHT);
iHcheryil grantHmx wnaxie (GakrepiansHui BpOHXIT, HErOCNITANLHA NHEBMOHIA);
IRyl WKipy Ta MAKKX TREHUK: MIrpyIoYa epuTema (NovaTkosa cTafla xeopoGu Naima), Gewwmxa, imneTiro,
BTOPMHHI NIOABPMATOIN, NIKYBAHHA HETAMKMX hopM AKHE BYNLrapic;
= [HEDEKUT, WO NEPEAAKITLCR CTATEEUM LUNAXOM: HEYCKNAAHEHUA Ta YCKNAAHEHMA YPETPUT/UEPRILMT, CIPHYMHE-
Hui Chiamydia trachomatis.
MNpoTunoxasasua. [ligeALIeHa YYTNMBICTE A0 A3NTPOMILMHY, epUTPOMILMHY, A0 GyAs-AKOro MakponigHore ao
KETONIAHOrO aHTMGIOTHKE, A0 GY/AL-AKOFO IHWOrD KOMNOHEHTA NPENapaTy. Yepes TEOPETHYHY MOMNMBICTL 3pro-
THIMY 3UTROMILMH HE CNIA NPHIHAYATH OAHOYACHO 3 MOXIAHMMM Pixkis.
Mobiyni peaxyii. Caepbin, BUCHAANHE; HYAOTR, AiapPeR; rONOBHWA Gink T2 M. (NOBHWA Nepenik MoXNUBKx NoGIY-
HWX pRaKLif Haseeno 8 IHCTPYKUIT ANA MEANYHOTO 3ECTOCYBAMHA NIKAPCEKOrO Jacoby)®

1 Aaumen™ 500 mr Ne3 aip 45 wr

2 Azumen® 200 mr/5 mn no 30 mn givam eig 15 kr,

3 Aaumen® 100 mr/5 mn no 20 mn gitam sin 5 kr go 15 kr

4 DuekKa B3aHMOIZMEHAEMOCTH AJWMeaa — GHO3KBUBEANEHTHOCTE Aokazanal M. A, 3ynaxey, 4. meq. H., npodec-
cop; H. 1. basyrnas, k. Mefi. H., AoLewT; B. B. NMwGuna, K. Glan. w.; W. H. Opnosa, W. B. Kyapwe, 10. . Kysaickos. Ha-
UMOHANLHER hapMayesTHyecknit ynueepcuter, Xapuxoe; [Tl «TocynapcTeeHHLIA IKCNEPTHEIA LeHTp MunncTeocTea
IApPaBOOXPAHEHNA YRpauHLie; Kopnopauun «ApTepuyme, Kues. Nel (167) / 2013, «Mikw Ypaikue.

5 luchopmauiio HageeHo B ckopovenomy Bwrmnaai. Mosxa iHhopMaLis BuxnaneHa B IHCTPYRUT ANA MEZWYHOTD 33-
CTOCYBAHHA NiKapcskoro 3acoby Aawmen®, Tabnertkw.

6 IHthopmauiio HaBBAEHO B CKOPOMEHOMY BUINARL. MOBHA HCHOPMALIA BUKNAAEHE B IHCTPYKUIT ANA MBKYHOrD 3a-
CTOCYBAHHA Nikapcskoro 3acofy Aaum NOPOLLIOK ANA 0PANLHOT CyCnenail.

N UA/T 234703701 HeoDMemeHnr 3 14.07 2017 p

34/02/01

2.

7

A: Mo UAS
e UA/TZ34/03/02 HeoomexeHnn 3 01.08.2017 p..

Pecctpauifini noceimie

» [JoBepeHa 6ioekBiBanNeHTHICTb
npenapary LOA0 OpPUriHanbHOro
3acob6y*’

p MpocTun i echeKTUBHUM KypC
NiKyBaHHS, NPMAOM nnLLe
1 pa3 Ha geHb" %356

A3WMEQR®, NOPOWOK ANA OPANLHOT cycnenaiis 2
Cxnap. [Jio4a pesosnna: asuTpomiund (azithromycin).
00 mr/5 mn no 20 mn, NOPOWOK /OPANLHOT CYCNEHSIE: 5 Mn CYCREMIN MICTUTL A3NTPOMILMWHY Anrit-
CYBAHHI Ha aanTpomiywy 100 mr;

2) Aaumen®, 200 mr/5 mn no 30 Mn, NopPOWOK AfOPaNLHOT CYCNBH3IT: 5 MN CYCNeH3m MICTATE a3WTPOMILMHY AWril-

PaTy B NepepaxyBaHHi Ha aanTpoMiumH 200 mr;

JlonomisHi pe4oBMnn: caxaposa, vatpiio docdar, rinpoKcHNponinuUeniono3a, KCaHTAHOBA KAMB/L, KPEMHIID fioKcHY

KONOIAHWA GE3B0HWA, BPOMATUIATOP BULIKA, APOMATHIATOP DAHANH, APOMATMIATOP BaHINk

Nixapcena dhopma. Mopowok LNA opansHol CYCNEH3il,

DapMakoTepaneEaTHYHa rpyna. AHtubaxTepiantHi 3aco0m ANR CUCTEMHOND 3acTOCYBaHHA. Makponiaw, niHko3amim

Ta cTpenTorpaming. AsuTpomiuny. Kog ATX JO1F A10

Moxazanks. IHdekuil, cnpuquHeni MiKpooprasiamamy, YyTNHBUMH A0 S3HTROMILIMHY:

» iHtperuii NOP-oprakis (GakTepiancHui HapMHTIT/TORINNIT, CHHYCHT, CEPEaHIA OTH

* [HIDERUIT AUXANEHIX WhAxiE (GaKTepiansHui GPOHXIT, HErOCNITANLHA NHEBMOHIR);

» [HChERUT WKipH T2 M'AKKX TKAHKH: MIrPYIONa epuTeMa (NOYaTKOBa CTaAln xBopotn Naima), Gewwxa, iMnetkro,
BTOPHHHI NIOAERMATOIN,

MpoTwnoxasana. Nigenileda YyTueicTs A0 AiK401 peY0BHHM, A0 GYb-RKOM0 iHLWOTD KOMNOHEHTA Npenapary ato

A0 KLU MEKPONIMKX aHTMBIOTHKIE. Hepes TEOPETHHHY MOXAMBICTE BPrOTHIMY AIUTPOMILMH He cnig 3acTocosy-

BaTH OHOYACHO 3 NOXIAHHME plackis.

NoGisni peakuii Pigko 3 60Ky Kpoei T NiMATHHHOT CHCTAMM, NCKH OpraHie cnyxy, CEpUBBO-CYIMHHOT CHCTEMN,

CHCTEMHI NOPYWEHHA; HEMACTO Ta PIAKO 3 GOKY HEPEOBOT CHCTEMM, WKIPK, YACTO 3 GOKY TRABHOTO TRAKTY — HYAO-

Ta, GM0BaHHA, fiapen, AMCKOMAIOPT ¥ MUBOTI Ta iH. (NOBHWA NEpanik MOMNKEKK NOBIYHNX PeaKLIA HABBABHO B i~

CTPYKUIT ANA MBAMHOTD 3ACTOCYBAHHA NIKAPCLKOrD 3acoby).

Aanmea® 100 mr/5 Mn no 20 Mn, NOPOLWOK I/OPaNsHOT CYCNeHaI:

= [INA OTPUMAHHKA 25 MN OAHOPIAHDT CyCnenail HEoOXiAHD A0AATH 11 MN AMCTMNLOBAHO! 260 NPOKMN'AYEHOT | DX0-
NoKEHO BogR ¥ tonaxod 3 400 Mr azuTpomiumey;

= 33CTOCOBYIOTH AiTAM 3 Macow Tina eig 5 kr 4o 15 kr.

Aanmen® 200 mr/S mn no 30 M, NOPOLIOK [/OpansHOT CyCneHai:

« ANA OTPUMAHHA 35 MmN oaHOpIgHOT cycnenail neoBxigHo gogatk 14,5 Mn aucTunboBanol 260 NPOKKN'AYEHOT | OX0-
NOfPKEHOT BOAN ¥ thnako 3 1200 Mr a3uTpoMILMHY;

* 3ACTOCOBYIOTH AITAM 3 MACOK Tina Ginbiwe 15 Kr.

MixHapogHe HenaTeHTOBaHE aMeHysaxHa: Azithromycin. BupaGuwk: NAT «Kuismepnpenapar= (01032, Yrpaina, m. Kuis, syn. Cakcarancexoro, 139). BIANYCKAETBCA 3A PELENTOM NIKAPS. Inchopmauin BHKMGNHO fANA MELIHHMY,
papmalesTHyHiX npauiskikie. [nA BUKOPHCTAHKA Y npodbeciitiin gianshocTi, [ata 0cTaHiLOro NepernAdy iHopMauiiHoro matepiany: 23,10.2018 p.

Ao cknapy Kopnopauii «Aptepiyms» Bxogate MAT «Kvismegnpenapar» 1a MNAT «Tanuudapmn

«Aprepiym» @apmatieBtuHa Kopnopatiis
www.arterium.ua

bnauskye mo mopgeii

%Y ARTERIUM
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POC/IMHHWUN MPEMAPAT
3 UWATPATHUM KOMIJIEKCOM

'0 ﬂAKTI/IKA

eunamBiB
le,,u,\

' Ypuknap

Kancynum Ne30
no 1 kancyni 2-3 pasu Ha poby

> BuKOpPUCTOBYETHCA NPW 3ananeHHi HUPOK i CEYOBOTO MiXypa, Ce4OKaM'AHiln XBOPODi
> YuHWUTb NPOTUMIKPOOGHY | NpOTM3ananbHy Aito
> [lonepenae yTBOPEHHA KaMeHiB, CNPUAE Ae3iHTerpaLii Ta BUBEAEHHIO KaMeHIB

YPUKNAP. Cinan, | K2ncyna MICTHTL: GCHOSH] DEYDsUHLL i (Faseolus vulgaris) - 80 wr; oy excmpaxmius: nméepemnmunuuu rmphuwﬂal 60w, xupewnmm wyuepgol (Petrosefin wnmspwn.' 60 wr, MCTR
Bpyesm e chwwn itis-iciaea) - 30w, TRABK POMALLIKA NikaPCERON rMa-lnmna hamunwa.l 10 Wr, KaTPiX0 LA - 2|:| M, Kann0 LMTpaT - 20 M. xepend
hnasosoiie, edipMin anii, pPEUDBIH, opr mr_no 3 METOK CTaMy © CHCTEMI T2 ObMikY pmow [mpeua wm Kansyiio i ceuonol mr_nom] Elonorl HO BKTIBHI PEYOBIIa,
o Wmm(mwnmwnoﬁaam YPHNW MAKITE CRYOTHAI T3 BOCTH; CNPHAKT i yTBape mhlnn HWPHKAX | CEYOBAINBHIL LINAXAX. 3acrocysaHHn mmqwmﬁawwahnm MOEHTHERNM 3MiFaM MIKDOCKONT
CEU0B0M0 OCALLY (3MesiLuenian epuTpOUMTYDIi, KpwcTanypil. fioui peyosmim genmoi mbam h'PMK.I'IAP it BIIE b3 iHi npoveck nvqu Iuisiit DIBHA CEYORO] KWCNOTH KPOB, IMEHIIEHHA
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