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HaBeaeHo aaHi Npo NOXOMXEHHH, AlarHOCTUYHI NiAXoaM Ta NiKyBaHHS I0BEHINbHOI CUCTEMHOI CKNepoaepMii B AUTUHM 3 MOHaTKOM 3aXBOPIO-
BaHHA B PaHHbOMY BiLLi. BUCBITNEHO AiarHOCTUYHY LIHHICTb aHamHe3y Ta KNiHI4HKX JaHnX, 1ab0paTopHyX Ta IHCTPYMEHTaNbHX METOAIB AOCHI-
[KEHHS!, 30KpemMa, BUSIBNEHHSA iMyHONOTHYHUX MapKEpPIB I0BEHINBHOI CUCTEMHOI CKNEPOaEPMIi, YIbTPa3BYKOBOIro A0MNMIEPIBCLKOrO CKaHyBaHHA
CYVIH, @ TakoxX Kaninsapockonii HIrmtbOBOMO N0Xa.

OCHOBHUMI AaHUMW IHCTPYMEHTaNbHUX AOCIAKEHb A1 BCTAHOBAEHHA AiarHo3y Oynn NHeBMOdIOPO3, 3HWXEHHS dpakuii BMKIOY NiBOrO
LYHO4KA, KPYMHOBOMHULLEBNIA KaPAIOCKNEP03, NOTOBLUEHHA KOMIMIEKCY IHTUMa-Me[ja, 03Hakm nepudepmnyHoro BackyigpHoOro GeHome-
Hy PerHo. JdiarHoCcTnyHvMm nabopatopHMy MapkepamMi € NiaBULLEHI TUTPW aHTUTIN A0 HATUBHOI Ta AeHatypoBaHoi JHK, aHtitina oo Hy-
KneocoMm, aHtuTina Ao Scl-70, umpkynoodi iIMyHHI komnnekcr Ta C-peakTneHuii 6inok. Cxema NikyBaHHA Mae po3pobnsaTUes iHAMBIAyanbHO
Ta CNPSAMOBYBATUCS Ha CMOBITbHEHHS MPOrPECYBaHHA ayTOIMYHHOIO MPOLLECY.

JlocniaxXeHHst BMKOHaAHO BiANOBIAHO A0 NPUHLIMNIB [eNbCIHCLKOI Aeknapadi. Ha npoBeaeHHs A0CAIAXEHb OTPUMaHO iIHGOPMOBaHy 3roay 6arsb-
KiB OUTUHW.

ABTOPV 3a8BNSHOTb MPO BIACYTHICTb KOHPNIKTY IHTEPECIB.

Kno4oBi cnosa: 10BeHifbHa CUCTEMHa CKNepPOaEPMIS, ANTVHA, IMYHONOMYHI Mapkepu, KOMANEKC iHTMMa-mMeaia, kKaningpocKonis, NikyBaHHS.

Juvenile systemic sclerosis in children (clinical case)
T.V. Taranenko, V.G. Kozachuk, O.E. Onufreiv
Shupyk National Healthcare University of Ukraine, Kyiv

The up-to-date data on origin, diagnostic approach and treatment of juvenile systemic scleroderma in the child with the disease onset at early
age are presented in the article. The diagnostic value of anamnesis and clinical data, laboratory and instrumental methods of investigation, in
particular, identification of juvenile systemic scleroderma immunological markers, ultrasound Doppler scan of vessels as well as capillaroscopy
of the nail bed are covered.

The main data of instrumental examinations for the diagnosis were pulmonary fibrosis, decreased cardiac ejection fraction of left ventricles,
large-focal cardiosclerosis, thickening of the intima-media complex, signs of peripheral vascular Raynaud’s phenomenon. The diagnostic
laboratory markers are increased titers of antibodies to native and denatured DNA, antibodies to nucleosomes, antibodies to Scl-70, circulating
immune complexes and CRP. The treatment regimen should be developed individually and be aimed at deceleration of the progression
of the autoimmune process.

The research was carried out in accordance with the principles of the Helsinki Declaration. The informed consent of the patient was obtained
for conducting the studies.

No conflict of interests was declared by the authors.
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Beryn

BEHIJIBHUU  CUCTEMHUU  CKJIEPO3
(ToBeHiIbHA CHCTEMHA CKJIEPOEp-
mig — IOCCJ/l) — pizakicae ayto-
iMyHHEe 3aXBOPIOBAHHS CIIOJyYHOI TKAHWHU HEBi-
JIOMOI eTioJIoTil, sike XapaKTepu3y€eThest (hibpo3oM
MKipX, TAMTKIPHOT KJIITKOBUHU Ta BHYTPIIIHIX
OpTraHiB, BACKYJIOIATIEIO Ta JUCPETYJISIE iIMyH-
HO1 cucTeMH B JiTeil BikoM 10 16 pokiB. OcHoB-
HOIO XapaKTEPUCTUKOIO 3aXBOPIOBAHHS € BUTOH-
YeHHsI MIKipY i3 3amajbHO-PyOIEeBUMHU 3MiHAMU
B PiBHOMAHITHUX OpraHax (JIereHsx, HupKax, cep-
i, kuieyHuky tonio). He icHye 3aranbHOnpuii-
HATOTO TMATOTEHETUYHOTO JIIKYBaHHS CHUCTEMHOI
CKJIEPOJIEPMIil, OJTHAK KOPUTYBAHHS JICSIKUX KJTiHIY-
HUX MTPOSIBIB MOXKeE Oy TH ePeKTHBHIM.
3rigHo 3 MixHapoaHoo Kiaacuikallieo XBo-
po6 10-ro mepersisay (MKX-10), BusHayaioTh
ciM CKJIepoZiepMiuHuX 3axBopioBanb. IOBenimbHa
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CUCTEMHA CKJIepo/iepMiss — CUCTeMHa CKJepojiep-
Mid, 1o MaridecTyBaia y Bimi 0 1 poky (xox 3a
MKX-10 — M34.9). /[Ins megiaTpuyHO1 TPAaKTUKA
Hait0iIbIITe 3aIliKaBIeHHST CTAHOBJISATD JIBA OCHOB-
Hi TUIIW CKJIEPOJIepMii: JloKali30BaHa (3 ypaskeH-
HAM IIKIpW Ta HPUJIETJUX CHOJYYHUX TKaHUH),
a TaKOXK cucTeMHa (CUCTEMHUN CKJIEPO3) — Hail-
TsK4Ya (hopMa 3aXBOPIOBAHHS, TII0 YPAKYE HE TiJb-
KW TIKipY, ajie i BHYTPIlllHI OpTaHu, M sI3H, CyTJIO-
61, HeyXUJIbHE MPOTPECYBAHHS SIKOI CIPUUYMHSIE
nepeayacHy cMepthb [5,7,10].

TpynuHorti AiarHOCTUKN CUCTEMHOI CKJIEepoiep-
Mii 06yMOBJIeH] 30iroM KJIHIYHUX IIPOSBIB i3 1ep-
MaTOMiO3UTOM 3 BiJITIOBITHOIO 3aTPUMKOTO (hopmy-
BaHHS OCTAaTOYHOTO JliarHO3y Ha JIeKiJbKa POKiB.
BincrpoueHHs BCTaHOBJIEHHST [[iarHO3y BU3HAYa-
I0Th OCOGJMBOCTI KJIiHIYHOTO Tepebiry 3axBopio-
BaHHS B JiTell MOPIBHSIHO 3 I0POCJUMU: CUHIPOM
Peiino Mmae jporotpuBanuii mepebir 6e3 momar-
KOBHMX CHMIITOMIB; YaCTUIl CYrJI000BUN CHHIPOM
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CYNPOBO/IKYETHCSI BUPAKEHUMU KOHTPAKTypamuy;
IIKipHI TIPOSIBU MAIOTh JIOKAJbHHUI XapaKTep 3MiH;
npuTaMaHHa Tirep- i TinomirMenTaitis; Biciiepasib-
Hi ypakKeHHs 4YacTillle MPOSABISIOThCS (DYHKITIO-
HAJIbHUMU TIOPYIICHHIMU; 11aTOJIOTisl MA€ XPOHiy-
HUIl 11epebir i3 HEBUCOKOIO aKTHBHICTIO MapKepiB
3aIaJbHOTO TIPOIECY Ta MOKJIUBICTIO JJOCATHEHHS
cTilikoi pemicii [7,10].

HocaikeHHda ocTaHHIX POKIB CIIPAMOBaHI Ha
BUSIBJIEHHSI B3a€EMO3B’SI3Ky MiK T€HAMU, MO KOH-
TPOJIIOIOTH eKCIpeciio aepMaabHux (hibpodracTis,
cTaHOM iMyHHOI cuctemu Ta po3BuTkoM IOCC/I.
[le nactpb 3MoTy Bu3HAUMTH HalieeKTUBHIII TTi/1-
XO/IN JIO JTIKyBaHHS 3aXBOPIOBAaHH [9].

Buie3azHaueHa maToJiorist 4BJsie co0010 oHe 3
HaWOIIBIN CePHO3HUX PEBMAaTHUHIX 3aXBOPIOBAHb,
1110 0OYMOBJTIOE JIOIiTbHICTH PO300PY KOKHOTO BH-
Ha/JKy /IJIsT BUBHAYEHHST KJIIHIYHUX OCOOIMBOCTEN
Ta MiJIXO/IB /10 IIaTHOCTUKY 1 JIIKyBaHHS.

Y 6GaTbkiB AUTUHU, iHGOPMAIIIO TIPO XBOPOOY
KOl HaBe/IeHO HUIKYe, OTPUMAHO iH(MOPMOBaHY
3TOjly Ha MyOJIKAIio OMUCY TPO el KIHITHII
BUMAMOK Ta Tybuikaiiio ¢ororpadiii. Kokunii
npejcraBaeHuil rpadiuHnii 00’€KT € aBTOPCHKUM
Ta He 3ao3udeHnii 3 iHmux jxepedt. Jocaikenns
BUKOHAHI BiJ[MOBIIHO /10 MPUHIUIIB [esbcinchbKol
JleKJIapartii.

Kniniyauii BUNaaok

Yuepuie disuunxy K., 2013 poxy HapomKeH-
Hd, TPOKOHCYJILTOBAHO Ha Kadenpi meaiaTpii Ne 2
HartionasibHOTO yHIBEpCUTETY OXOPOHU 3/10POB’s
Ykpainn imeni ILJI. Hlynuka y Bini 9 wmicsiis.
g yTouHeHHsI JiarHO3y Ta JiKyBaHHS JUTUHY
rocIiTanizoBaHo B cTaHi, OJU3bKOMY [0 TSIKKOIO,

0 Bimminenns KapgiopeBmatosiorii  KuiBcbkoi
MiChKOI KJIiHIUHOI JiikapHi Ne 1.

OcHOBHUMU CKapraMu Martepi OyJiu: mommmpeHi
IKIPHI 3MiHU 3 JIIJITHKaMU YIIJIbHEHHSI Ta CTOH-
IIeHH; BOTHUIIA TiTiep- i rinomirMenTartii; CKy TicTh
Ta fAedirypartist KpymHUX i ApiOHUX CyTI06iB; MO-
CTIMHMI HECIOKIil; mosiBa KaablndikaTiB i BUpa-
30K Ha KiHYMKaxX MaJIbI[iB Ta B JILISHIN KOJIHHUX
cyrz00iB; BigMoBa BiJ ii, BTpaTa Macu Tija.

[l BCTAHOBJIEHHSI JlialrHO3y BUKOPUCTAHO
JIIATHOCTUYHI KPUTEPil CUCTEMHOI CKJIepojiepmii,
po3pobiieHi €BpoONEHchbKUM TIeiaTPUYHIM PEB-
MaTOJIOTIYHUM  TOBApUCTBOM, AMEPUKAHCHKOIO
KOJIETIEI0 PEBMATOJIOTIB Ta €BPONENChKOIO JIT00
60pOTHOM 3 PEBMATU3MOM 3 YpPaxXyBaHHSAM PEKO-
MeHaliii MinicTepcTBa OXOpOHU 37I0POB’ST YKpai-
HU [2].

[IpoBeneHo Tpu MOCJIiIOBHI €TaNy AiarHOCTHY-
HOTO 00CTEKEHHS IUTUHU TSI TiATBEP/YKEHHS 110-
[epeIHbOTO J[iarHo3y:

— TIEpIUI eTan — BUBYEHHS aHAMHE3Y KUTTS
Ta XBOPOOU, YTOUHEHHSI OCHOBHUX CKapr;

— JIpyTWil eTan — y3arajJibHEHHS JaHUX Iep-
IOTO eTary 3 YTOYHEHHAM KJIHIYHOTO CTaTycy,
MPOBIIHUX CUMIITOMIB, CTYIIEHSI TSIDKKOCTI 11epebi-
Ty 3aXBOPIOBAHHS, IMHAMIKY KJIIHIYHUX MTPOABIB Y
MIpU3HAYEHH] JIKYBaHHS;

— TpeTiii eTan — JIOMIOBHEHHS Pe3yJIbTaTiB 110-
MepeIHIX JIOCI/KEHb 32 JIONMOMOTOI0 3aJy4yeHHS
CyMiKHUX (baxiBIliB i J1abOpaTOPHO-iHCTPYMEH-
TAJIbHUX METOJIIB JIOCTIKEHHS.

Jlng Becranossienns giarnody IOCC/] BaskimBe
3HAYEeHHST Ma€ aHaMHe3 XBopoOu. Bumazikis 3axBo-
pIOBaHb CroJyyHoi TKauuuu B cimM’i He Gyuro. ITix
4yac BariTHOCTI MaTU JIUTUHU KOHTAKTyBaJjia 3 TOK-

]

Puc. 1. Jedopmalis cyrnobis Ta atpodis m’asiB  Puc. 2. Jedopmauis cyrnobis Ta atpodis m’sa3is S e 15 2 N 4 ! i

HWXHIX KIHUJBOK Y AnTMHM K. 3 I0BEHINBHOIO CU- HUXHIX KIHWIBOK Y AMTUHM K. 3 IOBEHINBbHOK CU- Puc. 3. XapakTepHuin BUNaL KUCTEN PyK AuTuHu K.

CTEMHOIO CKJIepoAepMIEto (B1A, 33aay)
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3 I0BEHIIHOIO CUCTEMHOIO CKIIEPOAEPMIEID
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CUYHUMHU IPOMUCJIOBUMU XIMIYHMMHU pPeYOBHHA-
MU. 3 MIECTUMICIYHOTO BiKY B AMTUHU BiMidajin-
s IJITHKY MIKIPU 3 IETTMEHTAIIEI0 Ta HAOPSIKOM.
[lepmri BoTHUINA AemirMeHTanii Ta HaOPSIKy MaTh
MUTUHY BUsABUJIa Ha crinHi. [lonepeaaiM giarao3om
JJIBHUYHOTO TiefiiaTpa OyB ayleprivyHuii JepMaTHT,
miogepMis. BifMoBiHO 0 1[bOTO [iarHO3y MpU-
3HAYAJINCS AHTUTICTAMiIHHI Ta MiclleBi aHTHOAaK-
TepiajbHi Ipernaparu, ajie CTaH U TUHY TPOIOBKY -
BaB IOTIPIIYBATUCS.

Ha momenT rocritasisarii BigMiuaBcsa 3arajb-
HUI HeCHOKIN AiBurHKM, 6osricHnii Kpuk. I1ix yac
3arajbHOTO OIJISI/y CIIOCTEepPiTasiocd TeHepasi3o-
BaHe ypa)KeHHS IIKIpW 3 JIISHKAMU BUTOHYEH-
Hs Ta pyOioBanug (ingypauis, ¢iopos). Ha ro-
JIOBI BifiMiyasncs TONIMPEHi BOTHUINA AaJIOTellii.
Miskdananrosi, T'scTKOBO-(alaHTOBI Ta KOJIHHI
cyriobu gpedopmoBani. Pyxu B cyrmobax Gynn
0OMEKEHUMHU, CIIOCTEPIraJnucs MHOKHMHHI KOH-
tpakTypu (puc. 1-3). Ha kiHunkax nasbIliB i Haj
MOBEPXHEIO KOJIHHUX CYTJI00iB BiIMIYaInuCcss MHO-
JKUHHI KaTbIIUDiKaTh 3 AIITHKAMU BUPa3KyBaHHS.
O6smuyst Majo MacKONomiOHWil BUIJIsIA 13 jie-
dbopmaitiero opasbHOI 30HH 32 TUIIOM «PHO’STYOTO
poty». [TomkokeHHsT M's131B TIepebirasio 3a TUIIOM
nudysHoro iHrepeTuitianbHOro hibposy.

O6c¢sr IHCTPYMEHTATBHIX TOCTIKEHD: METOII
PEHTTEHOJIOTIYHOTO JIOCJII/IPKEHHST OPTaHiB IPYAHOI
kiiTkn, exokapaiorpadist (ExoKT), ¢ibpoesoda-
roracTpo/lyo/IeHOCKOIIisl, yJBTPa3ByKOBe JIOCJIi-
JUKEHHS CY/IUH NI Ta FOJIOBU, KalliJIsSIPOCKOITis.

PenrreHorpadiyHo BUSBIEHO MTHEBMO(DIOPO3.
ExoKI' BusiBuna 3HmKeHHS Gpakilii BUKUILY
1o 48%, KpyIHOBOTHUIIEBHI Kap/iOCKIepo3, 1o-
TOBIIIEHHS CTIHKYA MioKap/ia. 3MiHU CY/IUH TOJIOBU
Ta MIUi TPOSBJAJINUCS B TOTOBIIEHHI KOMILJIEKCY
IHTUMa-MejTia, TOPYyIIeHH] MBUIKOCTI KPOBOTOKY B
KPYIHUX €KCTPaKPaHiaIbHIX CYJMHAX 3 O3HAKAMU
BUPAKEHOTO CYJIUHHOTO CIIa3MY.

[Ipn xkamisistpockorii BiAMidYeHO O3HAKHU IepHu-
(heprunoTo BackysgpHOTO heHOMeHY PeliHo — 3Mi-
HU KalliJIsAPiB HIrTbOBOTO JIOKA, TeJeaHTiOeKTa3il,
PELYKIlis KalijigpiB, mosgBa 0e3CyIUHHUX IIOJIB.
Kamisisspockortiss  HirTbOBOTO JIO)Ka TaKOXK Jajia
3MOTY BCTQHOBUTH IE€PBACKYJISIPHUN HaOPSIK,
BKODOYEHHsI KaIlJISIPHUX TI€TeJb, 30LIbIIeHHS
aliKaJabHOI Ta TPUJIETJIUX YaCTUH KalliJisApiB, 3HU-
JKEHHSI TYCTUHM CY/IWH, HAsgBHICTb aBaCKYJSIPHUX
moJiiB. Tako)k BUSABJIEHO CKJEpPOAepMiuHe ypa-
JKEHHS TIIJIYHKOBO-KUIITKOBOTO TPAaKTy 3 IPOsIBa-
MU y BUTJISA/I €PO3UBHOTO e30arity, ayojieHo-
racTpajibHui pedJIioKc.

JlaGopaTOPHUMU JIOCJIIFKEHHSIMI BCTaHOBJIE-
HO TiIBUMIEHHS NTBUAKOCTI OCiJTaHHSA €PUTPOIIUTIB
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(IIIOE) >20 MM /Ton, rinepriporeinemito (>851/.1),
rinepramMmmario0yinemito (>23%). Tutpu avTuTiN
10 HykjeocoM, aHtuTiia 10 Scl-70 (amTuriza mo
ToroizoMepasu-1, Bucokocenu@idti 1Jisi CUCTEM-
HOI CKJIepO/iepMil ), ITMPKYJIIO0Yi iIMyHHI KOMILTEK-
cu (ITIK) ta C-peaktusuuii 6imox (CPB) Oyiu
i IBUIIIEHUMH, 110 CBiIYMIIO PO crielniuumii Ta
HecrienndiuHNiT ayTOIMyHHUH ITpoIec.

3a JaHuMU KJIiHIYHOTO Ta 1abopaTOPHO-IHCTPY-
MEHTAJIBbHOTO JIOCTI/IKEHHS BCTAHOBJIEHO [[iarHO3
«lOBenisibHa cucTeMHa CKJEpOZEpMis 3  ypa-
JKeHHSAM TIKIPH, TiAMKIPHOT KJTITKOBUHU, M SI3iB,
i3 mopymeHHsaM (PyHKITII OTTOPHO-PYXOBOTO anapa-
TY, BTODUHHUM CUHIPOMOM PeiiHO 3 Pi3K0 BUpaske-
HuMu Tpodivnumu 3minamu. [lIBuakomporpecy-
founii mepebir, cryninb aktusHocTi 111, cramis II.
Atpoiunuii racTpuT, 1yosieHo-racTpaIbHuil ped-
sokc. TTouaTkoBi IPposiBU TTHEBMO(DIOPO3Y, aKTHB-
Hicts I crymens. Tineprpodiuna HeoOCTPYKTUBHA
Kap/lioMionaris 31 3HUKEHOI (DPaKIi€r0 BUKULY
JIIBOTO IIIJTYHOUKA».

J/Indepentifino-1iarHOCTUIHUI TTONTYK TTPOBe-
JIEHO JIJIs1 BUKJIIOUEHHS TICEBIOCKIEPOiepMil — Tia-
TOJIOTIYHOTO CTaHy MIKIpU, SKUN CIIOCTEPIraeThest
pU BPO/KEHWX Ta HaOYTHX TOPYIIEHHSIX MeTa-
6omisamy (deHinmkeToHypii, MOpdipii, CKIEPOMIK-
ceziemi, cuuapomi Pormyna, cunpomi Beprepa);
IHIIUX 3aXBOPIOBAHHAX CKJIEPOAEPMIYHOI TPYIU
(MybTrOKaIbHOrO (hibpo3y, AKdy3HOrO €03UHO-
(imbHoTO actiity, ckieposepMi byiirke); a Takox
nepmatomiosuty (y JiTel TPU JepPMaTOMiO3UTI
4acTO BUHUKAE KaJIbIIMHO3 HIKIPH, YpaKeHHS Cy-
r7106iB, iHGapKTH Ta HAOPSKJIICTh GiISHIITHOBOTO
JIOJKA, epuTeMaTo3He (TeiOTPOITHEe) BUCHUTIAHHS HA
TIKipi).

CxeMmy JiKyBaHHSI TAIIEHTKH PO3POOJIEHO iH-
JIVBITyaJIbHO Ta CIIPSIMOBAHO Ha CIIOBiTbHEHHST TTPO-
rpecyBaHHsI ayTOIMYHHOTO Ipoliecy, cTabirizaniio
CTaHy JIBUMHKU Ta 3MEHINEHHS TPOSBIB YCKJIAI-
HeHb. JIiKyBaHHSI po31104aTO B yMOBax CTallioHapy
M1/l TOCTIHHUM KOHTPOJIEM JIiKaps Ta MOHITOPWH-
roM JTabOPaTOPHO-IHCTPYMEHTAILHUX TTOKa3HUKIB.
OcobuinBy yBary npujijeHo inpopMyBaHHio OaThb-
KiB TIPO XBOPOOY JAUTHHM, TPUBATICTH JIKYBaHHSI,
HEeOOXIiHICTh 3aMiHM TIperapariB Ta IOCTIHOTO
KOHTPOJIIO 32 CTAHOM J[IBYUNHKU.

AK craproBy Tepamiio Tpu3HaYeHO aHTH(i-
OpO3HI MpernapaTtu B J03aX, BiAMOBITHUX Maci Tira
namientkn (D-neninuiin, migasza). Hecrepoinhi
MPOTHU3ATAIbHI 3200 MPU3HAYEHO JIJIST KOPUTY-
BaHHs CyrJI000BOTO CHHIPOMY. Y 3B’SI3KY 3 ITpOTpe-
cytounM andy3HUM YpakeHHSIM MIKipH, TOCTPUM
epebiroM i mposiBaMu BHCOKOI 3aajbHOI aKTHB-
HOCTi TPU3HAYEHO TJIOKOKOPTUKOCTEPOIIH.
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KopurysanHs JiKyBaJbHOTO KOMILIEKCY IIPO-
BEJICHO Y 3B’SI3KYy 3 HEIOCTaTHIM TeparieBTUYHUM
edeKTOM 3a 3 MicAIll BiJl TOYATKY JIKyBaHHS: BBO-
UM MeToTpekcat y 103i 7,5—10 mr/m2 1 pa3 Ha
THZKJIEHD i3 (DOJIIEBOIO KUCJIOTOIO (I TpodiTak-
TUKM TaKuX 1M0OIYHUX eeKTiB, Sk o3HaKU (oJiaT-
HOI HeIOCTaTHOCTi, TilmepTpaHcaMiHa3eMis, IaH-
1uToteHist). /o JiKyBaJIbHOTO KOMIIIEKCY TaKOXK
BBEJICHO OJIOKATOPU KaJIbIIIEBUX KaHAJIB, aHTH-
arperaHTH, aHTiOIPOTEKTOPH, ®-3-TI0JTiHEHACUYEH]
JKUPHI KucgoT. MiciieBe JIiKyBaHHS mepeadavano
MpPU3HAYEHHS TIPEeTapaTiB i3 TOM dKIyBAJIbHUM Ta
anTudibposHuM ederToMm (HadTasTaHOBE MACIO,
Ma3b Ha OCHOBI E€KCTPaKTy IIEHTEJJIN a3ifiChKoi;
reJTb i3 BMICTOM aJIJIAHTOIHY Ta TETIapuHy ).

Yacrtuaoto JikyBaHHsST OyB Macak, JKyBasIb-
Ha (Di3KyJIBTYPa, AUMETUICYJIbMOKCHT Y BUTJISI
aruTiKaIlii (rmperapar BOJIOJIi€ TPOTU3AIATBHOIO, 3He-
6OJIFOBAJIBHOIO Ta MOMIPHO (hiOPUHOIITUYHOIO [I€IO0).

CanatopHO-KypopTHEe JIiKyBaHHS PO3IOYATO
micsis crabimisanii craHy JUTHHU Ta PErpecy TsikK-
KX KJIHIYHUX 1posiBiB ((isioreparis, GanibHeo-
JIIKYBaHHS, JIIKYBJIbHI Tpsi3i caHaTopito «Kysiib-
HUK», M. Ozieca).

Ha 1eit moment Bik autunm — 11 pokis. Jliky-
BaHHS TPONOBXKYETHCS 3 KOPUTYBAHHSIM Bil-
MOBIJTHO /0 MacH T, BiKY, JaHUX MOHITOPUHTY
MOKa3HUKIB. BiMiva€eThbCsl CIIOBITbHEHHS TIPOTpe-
CyBaHHsI XBOPOOU 3i 3HUKEHHSIM aKTHBHOCTI T10-
kazHukiB imyaHoro Tiportecy (IIIOE, piens CPb,
autuTia 10 Scl-70, mporeiniB, TUTPIB AaHTUTLI /10
HatuBHOI Ta JeHarypoanoi /JIHK, antutin go my-
kreocoM, IIK). 3a manumMm yabTpasByKOBOTO
JIOCJIJIZKEHHST BiIMIYA€ThCST TTOKPAIEHHST 0 ap-
TepisiX TOJIOBM Ta INWi, 3HIKEHHS KoedillieHTa
acuMeTpii KPOBOTOKY, HOPMaJIi3ailis TOBIIMHU Ta
apXiTeKTOHIKYM KOMILJIEKCY iHTUMAa-Me/lia, 3HUKEeH-
HS MIBUAKICHUX TOKA3HUKIB KPOBOTOKY. TaKoK

CIIOCTEPIraeThCsl perpecisi MIKIPpHUX IIPOsIBiB Ta
36ibImeHHsT M's130B01 Macu. MeToau ¢isnanoi pea-
GistiTartii CIpUsIN 3MEHIIEHHIO CTYTIEHsT KOHTPAK-
TYP, /IaJii 3MOTY MlepecyBaTHCS Ta TPUMATH B pyKax
JPiOHI TIpeIMETH, 1110, HAPEIITi, I03BOJIMJIO AUTUHI
HaBYATHC B IIKOJII, 6€3 IOMAIIHbOIO HaBYaHHSI.

Oo6roBopeHHst

Cyuacni nioxoou 00 diaznocmuxu i 6edenns
108eHIILHOT cucmemnoi cxaepodepmii ma Me-
0uun020 Cynpoeody 6 HasedeHoMYy KIATHIUHOMY
sunaoxy

JliarHocTuka Ta BU3HaUeHHs KJacugikaiiiiHo-
TO TUITYy 3aXBOPIOBAHHA IPYHTYETHCA HA KJIIHIYHUX
[IPOsIBax, OCHOBHUM 3 SIKUX € CTOHIIIEHHS 1IKipH i/
ab0 ypaskeHHsI KiHYMKIB MaJsbIliB, aHOMaJIbHI Ka-
MJISIPYA HITTBOBOTO JIOXKA. 3TiIHO 3 KOHCEHCYCOM
€BpOITECbKOTO TefiaTPUIHOr0 PEBMATOJIOTIIHO-
ro toBapuctBa pazom 3 (PRES)/ACR/EULAR,
Kaacu@ikaliitHi  KpUTepil OBEHIJBHOI CKJIEPO-
JlepMil 3aCHOBaHI Ha OJTHOMY BEJIMKOMY KpuUTepii
(cky1epo3 ab0 MOTOBIIEHHST MKIPU TPOKCUMATHHIX
Bi/UTiTIB  MeTakapio-amaHnroBux abo merarap-
co-halaHTOBUX CYTJI00IB), IIJIFOC JIBA MaJIi KpUTEPii
[2,4]. Knacudikarniiini kputepii AMeprKaHCbKOTO
KOJIEJDKY PEeBMAToJIOTii pasoM 3 EBpONeENchbKOI0
[IPOTUPEBMATUYHOIO JIrOl0, $Ki BUKOPUCTOBY-
IOTBCSA JIJIST TOPOCTUX XBOPUX, MaiOTh HU3bKHUI
CTyTiHb BajifHOCTI B miteir. Cirifi 3a3HAYUTH, 1110
BeJIMKI KpUTEpil, Ha AKUX 3aCHOBaHA JiaTHOCTU-
ka IOCC/I, MoxyTb cpHUATH 3aTPUMIlLI PaHHbOI
JIarHOCTUKK 3aXBOPIOBAHHS B JiTell. Y 3B'A3KY
3 1IUM JIJIs1 BUSIBJICHHS T1ATOJIOTIT B [liT€li BUKOPH-
CTOBYETBCSI CUCTEMA, 3aCHOBaHa Ha OaJIbHIN OIliH-
i KJIHIKO-Tab0paTOPHUX Ta 1HCTPYMEHTAIbHUX
MOKa3HUKIB, BiiOPaHMX SIK AiarHOCTUYHI KpUTEpii
(38 uyrausictio 0,93 Ta cnemudiunictio 0,94)
(1abs.) [4]. MakcuMasbHe 3HaYeHHSI TaKOi Oalib-

Tabruys

BanbHa cucTtema ouiHKU KpUTepiiB BCTAHOBJIEHHS AiarHo3y I0BEHiSIbHOI CUCTEMHOI CKJiepoaepmir

Moka3Huk

KinekicTb 6anis

BVX CyrnobiB

[OTOBLIEHHS LWIKIPW NanbLiB 060X PyK, O NPOCTMPAETLCA MPOKCUMaNbHILIE MeTakapno-danaHro- 9

[TOTOBLUEHHA NanbL,iB:
— 3a paxyHOK HabpsKiB

— CKepoaakTUia AMCTanbHile MeTakapno-danaHrosyx cyrnobis

SN

YpaxeHHaA KiH4MKIB NanbLjiB:
— BMPA3KM Ha KiH4YMKax nasbLiB
— WpamMu Bif, BUPasok Ha KiH4uKax nanbLjis

TeneaHrioekTagsii

AHOMaNIi Kaninapis HirTbOBYX 10X

ApTepianbHa nereHesa rinepTexsis i/abo iHTepcTuLianbHa xBopooa NereHb

deHomeH (cumnTom) PertHo

HasaBHICTb «XBOPOOO-CNeUUdIHHIX> aHTUSOEPHVX ayTOaHTTIN

WL IN [N NN

lMpumitka: * — ayToaHTWTING A0 LEHTPOMEP, A0 TonoisoMepasw 1, 0o pnboHykneonpoTeasn, A0 pruboHykneonpoTeiHis UIRP Ta USRNP.
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HOI TITKaJIM MOKe ctanoBuTH 19 6asris, ase 3araibHe
3HaueHHs >9 OaJIiB € OCTATHIM /1T BCTAHOBJICHHST
niarao3y cucteMHoi ckiepozgepmii [11]. [puaomy
TaKOTO KPUTEPI0, SAK MOTOBIIEHHS MIKIPA TMahb-
iB 060X PYK, IO MPOCTUPAETHCS MPOKCHMATbHI-
e MeTakapio-danaHroBux cyriaobis (9 6aimis),
JIOCTaTHBO OJIHOTO [IJISI BCTAHOBJIEHHSI JiarHO3Y
IOCC/I. 3a HagBHOCTI IBOX O3HAK TI0 OJTHOMY KPH-
Tepito, HANPUKJIA TTOTOBIIEHHS IAJIBIB, BUOU-
PAETHCST MAKCUMATbHO BUCOKMI Gast. UyTauBicTh
i crreruivHicTh Takoi cucteMu ctaHoBuTh 0,97 Ta
0,88 BizmoBILHO.

Pexomenpariii 3 smikysannst JOCC/] B nireit, 3a-
CHOBAaHI Ha /I0Ka3aX, HEYUCJIEHHI Ta CyTIepeusinBi, a
JIKYBaHHS TIepeBakHO Ga3yE€ThCS Ha JOCBII JIiKa-
ps. bisbiie Toro, cxemu JIiKyBaHHS PI3HATBHCS 110
kpainax €sporu Ta CIIIA. 3 2012 p. akTuBHO iH-
TErpy€eThCsl B IPAKTUKY €BpolielichbKa iHilliaTnBa
SHARE (Single Hub and Access point for pediatric
Rheumatology in Europe) 3 meToio ontumisariii ta
MONIMPEHHS CXEM JIiaTHOCTUKU i JIIKYBaHHS JliTel
Ta MOJIOJIUX JIFOZIel 3 peBMAaTUYHUMU 3aXBOPIOBAH-
Hamu, y Tomy uncai 3 [OCC/I [1].

Bignosizno no pexomenartiii 3 oriinku IOCC/I,
OCHOBHMM TIPUHIIMIIOM Be/leHHS AWTUHU € TO-
CriTaslizallisi s CIIOCTEePEeKEHHs MYJIBTUAMCIN-
MJIIHAPHOI0 KOMAH/IOI0 B PEBMATOJIOTIYHOMY ITI€H-
Tpi, MO i 3po6JeHO B HaBeleHOMY BUIIAAKY [2].
Kaninisipockorist HIrTbOBUX JIOK TaKOK € 000B’s13-
KOBUM JIOCJI/IKEHHAM [IJIs1 1larHOCTUKYU 3aXBOPIO-
BaHHS, 10 PETYJISIPHO POBOINJIOCS B MAIIEHTKU.

Takox g KIJIIHIYHOL OI[IHKY 1IKIpU HaIli€HTIB
3 IOCC/I cxig BUKOPHCTOBYBAaTH CTaHIAPTH30-
BaHU IHCTPYMEHT, HaNpuKIa] MOAU(hIKOBAHY
mkany orinku Pomnana (modified Rodnan skin
score, MRSS), mio 6asyerbest Ha 17 1myHKTax OIiH-
KU, JIETKY Y BUKOHAHHI, HaJ[IHY Ta YYTJIUBY 111010
BU3HAYEHHSI TOBIIWHU TIKIPHUX TOKPUBIB [3].
BusHavueHHS TOBIIMHY TMIKIPU 3aCTOCOBYETHCS SIK
CypoOTaTHUII MeTO/l BCTAHOBJIEHHS TSDKKOCTI Ta
[IPOTHO3YBAHHsI TIPOTPECYBAHHSI XBOPOO i3 3airy-
YeHHSAM BHYTPIITHIX OPTaHiB, MMiABUIIEHHAM YaCTO-
TH CMEPTHOCTI.

OpnHak y BITYM3HSAHIN MPAKTUII TeAiaTpUIHOI
PEBMATOJIOTIT BUKOPUCTAHHS I1HOTO IHCTPYMEHTA
Ha [epBUHHOMY PiBHI Ha/JlaHHS MEJIMYHOI J0110-
Moru oomeskere. Ha cboronni B YkpaiHi He icHye
3aTBEP/XKECHUX PEKOMEH/IAIl Ta BaIiIHUX TTKAT 3
otiaku ctany mkipu B miteit 3 FOCC/I.

[lo cranpapry OLIHKM 3aJy4eHHS BHYTpIMI-
nix opraniB npu IOCC/I mHanexaTh HOCTIKEHHS
(yHKIIi1 JiereHb i3 BUBHAUEHHSIM 3/IaTHOCTI /IO JI1-
(ysii Byriexkncgoro razy i KOMITIOTEPHOI TOMO-
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rpadii 3 BUCOKUM PO3PIllIeHHAM [IJI1 BUSHAUYECHHS
HasBHOCTI Ta TSKKOCTI IHTEPCTUIAIbHOTO ypa-
JKEHHST JIeTeHEeBOI TKAaHWHM.

Ominky xapakrepy 3MiH y Jerensax, ExoKI,
(yHKIiT HUPOK Ta AaHWX MOAM(IKOBAHOI NIKAIN
Popnana, BiIMOBIHO /10 MiXKHAPOJAHUX PEKOMEH-
JIAITiiA, CJTi/T TPOBOANTH KOXKHI 6 MicstiB. B Ykpaini
PillleHHS 3 TPUBO/LY OOCATY Ta 4aCTOTH OOCTEKEHD
narfieHTa 3i CKJIepoiepMmieo € BUOOPOM Ta Bijl-
MOBIIATTbHICTIO JIKYIOYOTO JIiKapsl.

OcnoBuum Hanpsamom Jgikysanus IOCC/]
€ TpPU3HAUYEHHS CUCTEMHUX TJIIOKOKOPTUKOCTE-
poiaiB y KoMmOGiHaiii 3 XBOPOOGOMOMMMIKYIOUNMI
AHTUPEBMAaTUYHUMU TIPerapaTaMu, OCOOJUBO Y
¢aszi akTMBHOrO 3amnajseHHs. ExcnepTHHI Kowi-
tetr (PRES)/ACR/EULAR pekomenaye 3acto-
COBYBAaTU CUCTEMHI IMyHOMOYJIIOIOUi TIperapaT
(MeToTpekcar) oapa3y TicJas  BCTAaHOBJICHHS
miarnozy IOCC/I [8]. 3a ymoBEM HeZOCTATHHOI
e(peKTUBHOCTI MeTOTpeKcaTy MOKHA MPU3HAYATH
IMYHOMO/LYJIIOI0UY TEPAIIiio.

Y BeneHHI MAIIEHTKU JOTPUMAHO TaKi MiKHa-
PO/IHI peKoMeHJallii: AUTUHA OTPUMYE KypC iH-
JIMBIyaJIbHO PO3POOJIEHOI Teparrii, CIpsMOBaHOI
Ha TIPU3YTTUHEHHS TTPOTPECYBAaHHS ayTOIMYHHOTO
npoiiecy, cTabiizaiio cTaHy Mali€eHTKH Ta 3MeH-
IIEHHSI TPOSIBIB yCKJIaHeHHsT XBopoou. Kypc Jriky-
BaHHS TPUBAJIUMN, MPOJOBKYETHCS /10 CHOTO/HI 3
ypaxyBaHHsIM CTaHy JAMTUHH, 11 BiKy Ta Macu Tija.

[Ipu kapaianbHUX i JereHeBUX YCKJIaJIHEHHSIX
MOKHA TpHU3HadaT Iukaodochamin. Y Hapeje-
HOMY KJIIHIYHOMY BUTIAJIKY TTUKI0(hochamis He 3a-
CTOCOBYBAJIN Y 3B’SI3KY 3 BIJICYTHICTIO JIOCBi/Ty BBE-
JIEHHSI TIpernapary AUTHUHI TaKOTO PaHHBOTO BiKY.
Ha cborojiHi cTaH cepiieBo-CyZIMHHOI Ta IMXaJIbHO1
CHCTEMU JIBUNHKHU He TIOTPeOyE BBEIECHHS JI0 CXe-
MU JIiKyBaHH: 1uKa0dochaminy.

Takox 70 KOMILIEKCYy JIiKyBaHHA B pasi
BTATHEHHSI JI0 MATOJIOTIYHOTO IIpollecy CyAUH
(imemist TasBIIB i3 BUpPa3KyBaHHIM) MOKHA
BBecTH itonpoct [8]. Ile — mpemapar rpymu mpo-
CTarJIaHJMHIB, SIKUH 3aCTOCOBYIOTH y CXEMi JKYy-
BaHHS CHUCTEMHOTO CKJIEPO3Y B JOPOCJIUX TIPU
TSDKKOMY Tepebiry cungpomy Peitro. Y Hasene-
HOMY KJIIHIYHOMY BUIIQJIKy ITpernapar He Mpu3Ha-
Jaji Yepe3 BIKOBI OOMeXeHHs. Y TOMaJbIIOMYy
PO3TIAMAIOTh MOKJWBICTD TPU3HAUEHHS TIpera-
paTiB i€l Tpyn.

[loBesieHo, 1110 3aCTOCYBaHHS IIPOCTAHOI/IB Y Te-
pariii JiereHeBoi rineprensii Ta 6oceHTany pu ped-
PaKTepPHUX 10 6JIOKATOPIB KalbI[IEBUX KaHAJIIB BH-
pasKyBaHHX HasibliB noinmye nepebdir i KDCCI.
Benenns naBefieHOTO KJIIHIYHOTO BUTIAAKY HE TIO-
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TpebyBasIo MPU3HAYEHHS IIUX TTPEapaTiB y 3B’3Ky
3 BIZICYTHICTIO BUPaKeHO] JiereHeBol TilepTeHsii.

Pedpakrepunii 1porpecyouni nepebir
IOBEHIJIBHOT ~ CKJIeposiepMii  TOTpeby€e BBeIEeHHS
JI0 KOMILTEKCY Teparrii iMyHOO10I0TiYHNX Tpera-
pariB — Ttomminizymady abo purykcumaby [12].
[Tix vac po3pobsieHHsT cXeMU JIKYBaHHs BHIIe-
3a3Ha4YeHol Iali€HTKN iIMyHOOIOOrIYHI TIperapa-
TU He BBOAWJIU 3 JIEKIJIBKOX MMPUYWH: TUTSUYNHN BiK
710 2 POKiB € MPOTUTIOKA3AHHAM JI0 TTPU3HAYEHHST
npernapariB; Ha MOMEHT [MOYaTKy Teparlii TeHHOIH-
JKeHepHi O10JI0riyHi mpenaparu He BXOIWJIM 0
pexomenamniit 3 jikysannus IOCC/I. Ha cporoni
POBIJISIIAIOTh MOKIIMBICTD 1 HEOOXIAHICTh pU3HA-
YeHHS TOIMIi3yMa0y.

Curizt 3a3Ha4UTH, 1110 0O0B’I3KOBUMM CKJIAJ0BU-
MU MIKIUCIUIIIIHAPHOTO OOCTEKEHHST JAUTHHU 3
IOCC/I € oninioBaHHsI cTaHy Cyr100iB, y TOMY Y¥C-
Ji CKPOHEBO-MaHANOYJISIPHOTO, KOHCYJIHTYBAHHS
OPTOJIOHTOM 1 TIeJIEITHO-JINIIEBE OIlIHIOBaHHS [8].
Basksiusum € odranbmosioriaae 0O6CTeKEHHS, 10
BKJIIOYAE CKPUHIHT YBEITY, 0COOIMBO TIPU YPasKeH-
Hi IIKipy 001144 Ta TOJIOBH, SIKE CJIiJl IPOBOAUTH
gk 1ipu BctanossienHi giarnody IOCC/I, Tak i npu
MO/IAJIBIIOMY MEIUYHOMY CYTIPOBOJI [UTHUHU JISI
OIIIHKY e)eKTUBHOCTI MTPOBE/ICHOI Teparrii Ta HeoO-
XiIHOCTI 11 KOPUTYBaHHS. Y HaBEJIEHOMY KJIIHIUHO-
MY BUIIQJIKY BiZIMi4aJIOCS YPasKeHHs IIKiPU TOJIOBU
y Burssii qudys3Hoi, a Ha T JIKyBaHHS — BOT-
HUTIEBOI ajorieltii (puc. 4), ABUIa yBEITYy HE CIIO-
CTepirajucs.

Peryngapuuii  oprasbMoOJIOTIUHUN  CKPUHIHT
MTPOBOIMBCS JIUTIE 3 2 POKIB 3a PIMIEHHSIM JKYTO-
voro Jiikaps. e e pas migTBep/pKye HeoOXiHICTD
CTBOPEHHS BITYM3HSHOIO IIPOTOKOJY BEJEHHS JIi-
teit 3 IOCC/I 31 BKazaHUM HEOOXiJIHUM 00CSATOM
CKPUHIHTIB.

CyuacHi MeTOIH, O JIAI0Th 3MOTY BU3HAYNTH aK-
THUBHICTb 3aXBOPIOBAHHS Ta KJIIOUOBI IMi/IXO/IN T110/10
CBOEYACHOTO KOPUTYBaHHST e(DEKTUBHOCTI JiKyBaH-
HSl, aKTUBHO PO3BUBAIOTBCS Ta 3aCTOCOBYIOTHCS B
KapaiopeBmatosioriuniil mpaktuil [8]. Hampukian,
napaindpadepBona Tepmorpadisi € HeiHBa3UBHOIO
TEXHOJIOTIEI0, STKa JIa€ 3MOTY BU3HAYUTH iH(bpauep-
BOHE BUTIPOMIHIOBaHHSI Ta 3a0€31MeYnTH 300paskeHHsT
PO3TOJIUTY TEMIIEPATYPH TI0 BCii MoBepxHi Tija. [1a-
paindpauepBoHa TepMorpadisi 1a€ 3MOry BUSBJIATH
AKTUBHI YPaKeHHsI 3 BUCOKOIO uyTauBicTio (92%)
i momiphoio cnerudiunictio (68%). Leit metox j10-
CJTJKEHHST He 3aCTOCOBYIOTb Y BITUM3HSIHIN T1efia-
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Puc. 4. YpaxeHHs LIKipy rofIoBM Y BUMNSAi BOFHULLEBOT anoneuii B AiB4MHKM
3 IOBEHIJIbHOIO CUCTEMHOIO CKJ1IEPOAEPMIEID

TPUYHIN PEBMATOJIOTII, 1110 BUKJIMKAE MTUTAHHS 111010
3aCTOCYBaHHS HOBUX TEXHOJIOTI Ha MTPAKTUIILI.

BucHoBku

HesBakaioun Ha akTUBHE BUBYEHHS TTaTO(i3io-
Joriyanx MexaniamiB po3Butky IOCC/, posb pi3-
HOMaHITHUX (DaKTOPIiB y PO3BUTKY 3aXBOPIOBAHHS
3aJIMIIAETHC HEBIZIOMOIO, 10 YTPYAHIOE CTBOPEH-
HS 3araJbHONPUIHATUX MI>KHAPOJHUX PEKOMEH-
Jalliil CTOCOBHO aJITOPUTMY JiarHOCTUKHU, 00CSTY
J1ab0PaTOPHO-THCTPYMEHTAIBHIX ~ BTPYYaHb  Ta
MOHITOPUHTY aKTUBHOCTI 3aXBOPIOBAHHS / edex-
TUBHOCTI JIIKyBaHHS, a TAKOK CXEM Tepaltil 3aJ1eK-
HO Biji hOpMU TIATOJIOTT].

JlixyBaunst ta giarsoctuka IOCC/l 3naunHO0O
MipOIO YTPYy/IHEH] y 3B’43Ky 3 BIiJICYTHICTIO TTaTO-
renetnyHoi Teparnii IOCC/] Ta HasgBHICTIO BIKOBUX
oOMesKeHb 100 IIpU3HavYeHHs npenaparis. IIpo-
BeJIEHHST JIOBIYHOTO JIKYBaHHS JIiTeil 0O0YMOBJIIOE
HeOOXiIHICTh BCTAHOBJIEHHS TICHUX JJOBIPYMX CTO-
CYHKIB i3 6aThbKaMu TUTHHH.

Jlng yHidikartii mporiecy MEUIHOTO CYTIPOBOTY
niteii 3 FOCC/I na Bcix piBHSAX HaZlaHHI MEAUIHOI
JIOTTIOMOTHY HEOOXiZTHO CTBOPUTH €MHI PEKOMEH/1a-
11ii 3 ypaxyBaHHSIM JIOCTYITHUX METO/IIB JIIarHOCTH-
KW, JIIKyBaHHsI, METO/IiB peabisiTaliii ta corfianbHoi
aJlanTailii Takux JiiTew.

Aemopu 3as61510mb nPo Gi0cymuicmv KOHQPIIK-
my inmepecis.
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