T. O. ®inoHoBa, C. O. MaTBieHKO

I0IONATUYHI 3AMANbHI MIOMATII Y OITEN

Hae4anbHuli noci6bHuUkKk
dns camocmiliHoi po6omu cnyxadyie
Kypcie nideuwjeHHs keanigikayii



MIHICTEPCTBO OXOPOHU 300POB’A YKPAIHU
XapkiBCbKUi HaUlioHanbHUM MeAUYHUN YHiBepcuteT

T. O. ®inoHoBa, C. O. MaTBiecHKO

IAIONATUYHI 3ANANbHI MIONATII Y QITEW

Haesu4anbHuil noci6bHuk
Odns1 camocmitiHoi pobomu cnyxadie
Kypcie nideuuwjeHHs1 keanighikayii

XapkiB
XHMY
2025



VIIK 616.74-002-053.2-07-085(075.4)
D55

3arBepmxeno Buenoro pagoro XHMY.
IIpoTokou Ne 6 Big 27.03.2025.

Penenszenru:
H. C. Illeguenxo — 3aB. kad. nemiarpii, A-p Mel. HayK, npod.
(Xapk. Han. yH-T iM. B. H. Kapaszina).
JI I. Pax — 1-p Mej. HayK, cT. HayK. cmiBp. (Y «IH-T 0XOpOHH 310pOB's
niTei Ta miamiTkiB Hair. ak. Mes. Hayk YKpaiHun).

T. O. ®inonona, C. O. MarBicHKO
@55 IgiomatwyHi 3amaibHI Miomatii y IiTei : HaBY. MOCi0. 1A caMocT. poboTH
ciIyxadiB KypciB IMiABHINEHHS KBamidikarmii. Xapkis : XHMY, 2025. 48 c.

VY HaBUaJIILHOMY MOCIOHHMKY PO3TJIHYTO iTiONAaTH4HI 3amajibHI Miomatii y AiTe.
Hapi>kHrM KaMeHeM JUTSY0! PeBMATOJIOTI] 3aIMIIAETHCS SICKPaBUH MPEICTaBHUK IIi€l
TPYyIY — IOBEHUIBHUH JlepMaToOMio3HuT. BuUcBiTIeHa iH(opMaris Mmo/10 BU3HAYCHHS
TEpMiHY FOBEHIJIBHOTO JAE€PMAaTOMIO3HTY, TPUTEPIiB PO3BUTKY 3aXBOPIOBAHHS, MATO-
TCHETHYHHUX MEXaHi3MiB, 0COONMBOCTEH KITiHIYHOT KapTHHU. OCOOIHBO IIHHIM € Te,
10 OKPEMO OOTOBOPIOIOTHCS MiO3UT-CHENM(idHI ayTOAHTHUTIA TIPH IOBEHIIBHOMY
JIepMaToMio3uTi, kimacugikamiifHi kputepii. OxpeMy yBary NpHALIEHO MHTaHHAM
IIarHOCTHKYU Ta MPUHIUIIAM XBOp0OOo-Moau(ikyroUuoi Tepartii.

PexomeHI0BaHO IS CAMOCTIHHOT POOOTH CITyXadiB KypcCiB IMiABHIICHHS KBaTi(iKallii,
JiKapiB-TieiiaTpiB, JiKapiB-KapAiOpeBMATOJIOTIB, JIKapiB 3aralibHOl MPAKTUKH —
CIMEWHOI MEIUIMHY, JIIKapiB-iIHTEPHIB, BUKJIAAAYiB CEPEOHIX 1 BHIIUX METHYHHX
HaBYaJbHUX 3aKJIaMiB.

VK 616.74-002-053.2-07-085(075.4)

© XapkiBCbKHi HalliOHATBHUN
MeANYHHH yHiBepcuTeT, 2025
© T. O. ®inonHora, C. O. Matsienko, 2025



IcTOPIst, OMHC 1 XPOHOOTIS .« « .« v o v vee et et et e e e e
ETionoriyfi Ta NaTOreHETHYHI OCOOMBOCTI . « o« v vt v v e e e
KnacugikamifHl KPHTEPIT . . .o vt v ettt e e

Miozut-crienuivHi ayTOaHTHTLNA Ta X KIIHIKO-()EHOTHUIIIYHI
XAPAKTEPUCTHKH « .+« o v v ettt et et ettt et e et

1. AHTHTITa IPOTH Mg . o\ oot
2. Arrurimanpor Tifl-y ...
3.ArTHTITA POt NXP, . . oo
4. Aatutimampott MDA . .. .o
S.ArTHTITAaTpotH SAE .. ..
6. JIOAATKOBI @HTHTIIIA « « + v v o v v ev e et e e et e e e et e e ie e e e e
KriniyHa XapaKTepHCTHKA FOBCHUTBHOTO IEPMATOMIO3UTY - . .« . v\ o v .. . .
JHArHOCTHUHI KPHTEPIT .+« o v v o vt ettt ettt
AHTHCHHTETAZHUM CHHPOM . .« .\ v vt vt ettt e e et e e e
IMyHOOTIOCEpeIKOBaHA HEKPOTHUYUHA MIOTATIS « « « v v v ev e e e e e e
Overlap-cubapom (MEPEXPECHUN CHHIPOM) « « v v v v v v veeeeee e
JlabopaTopHi Ta IHCTPYMEHTAIBHI JOCTIIKCHHS . « .« « v v ovov v e v e s
XapaKkTepuCTHKA aKTHBHOCT] FOBEHIJIBHOTO IEPMATOMIOZUTY . . . . . .. . . . .
JuQepeHIIHHA TATHOCTHKA . « . « . vt v v vee e e et e et e e nen s
OCHOBHI IIPHHITUITN TEPAIIT « .+« o v voe vt e et e e
TTPOTHO3 Ta CITOCTEPEIKEHHS .+« + v v v v vee et e e et et e e e
TECTOBI BAIMUTAHHS .« + .+« « v v et vttt e ettt e e a e
D205 20 (0): 0% 701 00 (0):3 1 (=) PN
JHTEPATYPA .« o et

7 Qi 7

© 00 N o o1 o1 b~

10
11
11
12
13
14
14
17
28
30
31
31
32
34
36
36
40
4
43
43
47



YMoBHI cKOpOYeHHSA

BAFF  — aktuByrounii hakrop B-xmitua

CMAS  — mutsya mikana OUiHKA MiO3HTY

HLA —TpyIIa aHTUATEeHIB TICTOCYMICHOCTI, JTFOACHKHUI JISHKOIMTAPHUI aHTUTCH
K®K — kpeatuHpocokinaza

MMT-8 — pyunuii M'si30BH# TecT 8 Tpyn

PRINTO — MixkHaposHa neiaTpiyHa peBMaToJI0Ti4Ha OpraHi3aris

AJIT — ajlaHiHaMiHOTpaHcepasza

AnTH-MDAGS — anTHMenaHoMHUi audepeHIiiHIN aHTHTIeH 5

AHTH-NXP, — anTHHYKJI€apHUIl MaTpu4YHUil OiJI0K 2

AHTH-SAE - aHTHTINA IPOTH MaJIoro (hepMEHTY-aKTHBATOPa
yOikBiTHHOTIOAIOHOTO MOH(iKaTOpa

AnTH-Mi; - anTHOiNOK KOMIUTEKCY Mi;

Antu-Tifl-y — aHTUTpaHCKpUIIIITHUN TIpOMIDXKHIHA pakTop 1-y
ACC — QHTUCUHTETa3HUN CUHAPOM

ACT — acmapraTaMmiHoTpaHchepasza

I'K — TIIOKOKOPTUKOCTEPOi T

EMI' — enexkrpomiorpadis

I3M — imionaTnyHi 3ananeHi MionaTii

IOHM - iMmyHOOMOCEepEIKOBaHA HEKPOTHUYHA MiOMATist
I®H — iHTepdepoH

JAr — JIaKTaT[AeriIporeHasa

MKX — MixkHapoHa Kimacudikaiis XBOpoo

MPT — Mar"iTHO-pe30HaHCHA ToMorpadis

MCA — MIO3HT-CIIeIU(ivHI ayTOAHTHTIIA

PT — peHTreHoTpadis

IOA — IOBEHITbHUH aMiOTIAaTHYHUHA JepMaTOMiO3HT
Oorja — IOBEHITbHUH TITOMIOTIATHYHIHA JepPMaTOMIiO3HT
L0JI} — IOBEHUILHHUH IepPMaTOMiO3UT



IIuTaHHS NEPBUHHOIO KOHTPOJIIO 3HAHD

JlaifTe BU3HAYCHHS TEPMiHY «iIiOMAaTHYHI 3aTalIbHI MiOTIaTii».

Ccopmyiite BU3HaUYCHHS IOBEHIIBHOTO IEPMATOMIO3HTY.

HasBith cepenHiii Bik HO9aTKy pO3BUTKY IOBEHIIEHOTO AEPMATOMIO3HUTY.

Uu € criBBiTHOMICHHS MIXK YPa)KeHHAM JiBUYATOK Ta XJIOTYUKIB

MIPH I0BEHITBHOMY JIEpMaTOMiO3HUTi?

SIxi Bu 3HaeTe TpUrepu po3BUTKY I0BEHIJIBHOTO IEPMaTOMiO3UTy?

HasBitb Mio3uT-crienu(iuHi ayTOaHTUTLIA TIPY IOBEHUTBHOMY JA€pPMATOMIO3HTI.

1o Take remoTponHUi BUCHIT?

[lo Take mamynu ['oTTpoHa?

SIK1 KITHIYHI TPOSIBY XapaKTepHi AJIsl MIONaTHYHOTO CHHIpOMY?

0. lafiTe BU3HAYCHHS TCPMiHY «XBOPOOO-MOAH(DiKyrOda Teparis.

11. Ha3BiTe mO0OiYHI peaxmii mybc-Teparii y JiTew.

12. BeeneHHs MeToTpekcaTy micis 1997 p. mO3BOIUII0O BUKOPHCTOBYBATH HIDKYI
JI031 TIIFOKOKOPTHKOCTEPOINiB Ui KOHTPOJIIO 3aXBOPIOBaHHS. 3 SIKOi O3H
(Mr/mM? Ha TEDKZCHB) CIil NOYMHATH 3aCTOCYBAHHS METOTPEKCATy MpH
IOBEHUTBHOMY JI€PMaTOMiO3UTi?

13. 1o sikoi rpymnu iMyHOO10JI0TIUHOT Teparii BiTHOCUThCS PUTYKCUMa0?

14.5Ixi Bu 3Haete iMyHOOloJIOTIUHI Mpenapary, IO BiJHOCATBCS A0 TIPYyIU
iHri0iTOPIB SIHYyC-KiHA3?

15. SIxi nikapchKi mpemapaTd ChOTOJHI MarOTh HaWOUIbLIY JOKa30By 0a3y

B JIIKyBaHHI KaJbLIUHO3Y MPH IOBEHIJILHOMY JIEpMaTOMIO3HTi?

PR
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Beryn

ImiomaTnyHi 3amanbHI MiOMaTIi — IIe TPyIa XPOHIYHIX ayTOIMYHHHX CTaHIB,
IOpU SIKUX A0 NATOJOTIYHOTO TPOLECY 3aTydaloThbCsl CKEJICTHI M'SI3H, MI0
MPU3BOJUTH 10 BaXKKOTO MOPYIIEHHS SKOCTI )XUTTs. JliarHocTHKa Ta JTiKyBaHHS
IIUX CTaHIB € CKJIAaJHUM 3aBJaHHSIM, OCKUIBKH IJISi ONTHMAIBHOTO BEICHHS
noTpiOHO 3amydaTH OaraThboX BY3BKHX CIICIIIANIICTIB (peBMaTOJIOra, HEBPOJIOTa,
JIepMaToJIora, MyJIbMOHOJIOTa, Kapaioyiora, (bizioTeparneBra TOIIO).

Jursdi igionaTHYHI 3anaibHi Mionatii — piIKiCHI, IpoTe Cepiio3Hi XPOHIUHI
3axXBOpIOBaHHA. HaWmommpeHImuM i3 HUX € IOBEHUIBHHHA JepMaTOMiO3UT
(YO) — cucremHe 3amanbHE iAiONAaTHYHE 3aXBOPIOBAHHS, y SIKOro Oararto
CHUTBHUX PHC 3 JEPMATOMIO3UTOM TOPOCTHX, ajie TAKOX € 1 YiTKi BIMIHHOCTI:
HasBHICTH TIOIIMPEHOTO BAacKyJITy, BUPAXEHI Mialrii, ypakeHHS BHYTPILIHIX
OpTraHiB, BUCOKA YaCTOTA PO3BUTKY KaJIBI[HO3Y.

Xoya CyTHICTh 3aXBOPIOBAHHS XapaKTEPHU3YEThCSI HASBHICTIO MATOTHOMO-
HIYHMX HIKIPHUX Ypa)X€Hb Ta MPOKCHUMAIBHOI M'A30BOI CaOKOCTI, KIIHIYHUH
HposiB MOXKe OyTH JTy’e HEOHOPIJHUM, a iarHOCTHKA — JTy’Ke CKJIaJHOO.

YnockoHaneHHsT KiacudikaniiHUX KpHUTEpiiB, crnenn@idyHi ayToaHTHTLIA,
HOBI MOXJTMBOCTI MAaTOTICTOJIOTIYHOTO MOCHIDKEHHS Ta Bizyali3amis M's3iB



JO3BOJIMJIM TIOJIIIIATH MiaTHOCTHKY WIiATHIIB JaHOTO 3aXBOPIOBAHHSI, IO
BKpaii BaXITHBO, 00 paHHS JiarHOCTHKA ¥ paHHA iHII[aLisA Teparii 3aIUIIal0ThCS
HApDKHUM KaMEHEM JIJIsl ONITUMAaJIbHOTO TIPOTHO3Y.

Le#t mociOHWK 30CepemKeHH Ha OCTaHHIX pPO3pOOKax y pO3yMiHHI
MpoOJIeMH iAI0NaTUYHAX 3amajbHUX MIOTATIH y NiTeH B acleKTi I0OBEHIIBHOTO
JepMATOMIO3HUTY SIK TPYIH Pi3HUX (CHOTHIIB i3 MIHJIHUBOIO IIPE3CHTAIIETO,
MMATOreHETHYHUMHU MEXaHi3MaMHM, KIIHIKO-JIarHOCTHYHMMHU OCOOIUBOCTIAMH,
a TaKOX PI3HUMH BapiaHTaMH JIIKYBaHHS Ta MOHITOPHHTY.

BusnauyeHHs1, enigemiosorist

Imionmarnuni 3amaneHi MionaTii (I3M) SBISAIOTE COO0I0 TETEPOTEHHY TPYITY
PIAKICHMX XPOHIYHMX ayTOIMYHHHMX 3aXBOPIOBaHb, IO XapaKTePH3YIOTHCS
3anajbHAM YPaXCHHSIM IOIIEPEYHO-CMYTacTol MYCKYJIaTypH W iHOJI IIKipH,
NPU3BOIATE IO M'SI30BOT CAOKOCTi, 30UIBIICHHS KOHLEHTpAaLil M's130BO-
cnenudivHIX PEPMEHTIB, HASIBHOCTI CrielM(iv4HOT OPraHHOiI aTOJIOTII.

OcHogHi T [3M BKIIIOYAIOTH 1€pPMATOMIO3HT (KJIACHYHUI, IOBEHIJIBHUH 1
aMioNaTHYHUIN), MOJIMIO3UT (KIacMyHHH 1 overlap-Mio3uT), HEKPOTH3YIOUHI
ayTOIMyHHHH MiO3UT/MIiONIATiI0, AHTUCHHTCTa3HUHA CHHAPOM, CIIOPaTMIHHIHA
MIO3HT 31 BKIFOUCHHSIMH.

B ocHoBi xiacudikarnii [3M nexaTh 0cOOTMBOCTI KIiHIYHOI KapTHHH, BiK
MaHidecrarlii, iIMyHOTiCTOIIATOJIOT19HI TPOSBHU Ta BiINOBIIh HA JIKYBAHHS.

Y 1poMy MOCIOHWKY MH CIIOYaTKy pO3IIISIIAEMO KITiHIKO-CEpOJIOTiuHI
nixrunu FO/1, nepi Hixk o6roBoproBaTi ocodnuBocti amionarnunoro K0/1, antu-
CHUHTETa3HOI'O CHHJPOMY, HEKPOTH3YIOUOi MIOINaTIl Ta CHHAPOMIB MEPEKPUTTSI.
Haii6inpil NmomMpeHuM Ta SCKPaBUM IIPEJCTaBHUKOM Yy IiTeH 3aJIMIIa€ThCs
IOBEHUIbHUH IepMaTOMIO3HUT.

IOBeninbHuMit nepmaromiosut (xBopoba Baruepa, xBopoba Barnepa—YHdeppixra—
Xerna, Jij0Ba XBOpo0a) — 11e XpOHIYHE CHCTEMHE MPOrpecylode 3aXBOPIOBAHHS
ayTOIMYHHOTO T€HE3y 3 TEePEeBaXHUM YPa)KEHHSIM MOIEPEeYHO-CMYTacTHX M 'S3iB,
IIKIpH Ta CYJUH MIKPOLMPKYJISITOPHOTO pycia.

s maifmomupeHima 3amanbHa MIOMATis y IiTell CTaHOBHTH HPUOIU3HO
85 % BumazkiB. 3arajoM MaIi€eHTH 3 IOBEHUIBHUM nepMatomiozutoM (HOM)
CTaHOBJIATH JIIe 7 % cepel ycix BHITKIB 3amanpHuX Mionariit. Haitgacrime FO/]
PO3BHBAETHCS Y JITEH MOJIOAMIOrO BiKy, IPHYOMY BHU3HAUEHO J[Ba YMOBHI ITiKH
ne6roty: y 3—5 Ta y 7-9 pokiB BiamosigHo. J[iBUaTKa ypakaroThCs YacTilre, HiK
XJIOITYHKY, 31 criBBiHOMEeHHIM 2,3:1 BiamoBigHo. CepenHiii Bik MOYATKy 3aXBO-
PIOBAHHS CTAHOBUTH OJIM3HKO 6,7 POKY Yy [iBYATOK Ta 7,3 pOKy y Xyom4ukis [ 1, 25].

Hemorpadiuni mocmimxenns, nposeaeri B CLIA, BiaMigaroTh eTHIYHI Bia-
MIiHHOCTI 3aXBOPIOBAHOCTI, sIKa € HAHOIIBIIIOIO IS IiTel €BPOIECOIMHOT pach Ta
HallMEHIIOI0 Ui OCi0 JaTHHOAMEPHKAaHCHKOTO IMOXO/MKeHHA. IlommpeHicTh
IO Takox myxe Hu3bka — 4—6 Ha 100 THC. IUTSIYOTO HACEICHHS 1 € 3HAYHO
MEHILIOI, HiXK Taka IpH AepMmaromiosuti y gopocnux (30 wa 100 tuc.) [2].
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Y BITYM3HSHIN JNiTEpaTypi BiACYTHI TOCTOBIPHI BiIOMOCTI MPO MOIIUPEHICTH
IO y mursdiii nomyrsamii Ykpainu. IIpote He0OXiAHO BiA3HAYXTH, IO IPOTATOM
OCTaHHIX JECATHIITh, KOJIM BeIeThcsd akTuBHe BuBYcHHA IOJI, MOKa3HUKHU
3aXBOPIOBAHOCTI, TOMMPEHOCTI Ta AeMorpadigHi XapakTepUCTUKH MIOA0 BiKy
neOI0Ty Ta TeHIEPHOTO CIIBBITHOIICHHS CYTTEBO HE 3MiHIIIUCS.

IcTopis, onuc i xpoHoJioris

OnHy 3 mepmMx Kiacudikauidi Ta XIarHOCTWYHI KpUTepil iAiomaTHaHUX
3ananbHUX Miomatidi omyOmikyBamu y 1975 p amepukaHcbki BueHi Anthony
Bohan Tta James B. Peter. Buxoasuu 3 KIiHIKO-TiCTOJIOTIYHHUX OCOOIHUBOCTEH,
BOHM BH3HAYAJIM JIarHO3 3amajibHOI MIOMATIl Ta PO3PI3HSIN ACPMATOMIO3HUT 32
HAsBHICTIO XapaKTEPHOTO YPAKCHHS INKIpU. 3 TOTO Yacy MOCTYIOBO OYJIH
OIMMCAaHi iMionmaTUYHI 3anajbHi Miomnarii.

Bixe wepes pik, y 1976 p. Oyio BH3HAYCHO MepIIe aHTUTIIO aHTH-Mi, mpu
i marosorii. IToTiM OIIBLIICTE aHTUTLI, HaIlieHHX Ha aminoarmi-TPHK-
cuHTeTasy, Oynmu BusBieHi Mix 1980 (pazom 3 anTHTIIOM JO-1, mimepom mmiei
rpymn) Ta 1991 poxamu. ¥V 1991 p. rpymoro BueHnX HarioHanbHOTO iHCTUTYTY
apTPUTY Ta 3aXBOPIOBAHb OIOPHO-PYXOBOTO amapary, mKipu Ta HamionamsHOTO
iHcTUTYyTy OXOpoHHU 370poB's (CILIA) Oyno OLiHEHO BHECOK HOBHUX MiO3MT-
creudiYHUX ayTOaHTUTLI y Koropti 3 212 marieHTiB, SIKi CIIOCTepiraiucs
3 IPUBOJY 3amajbHUX MiomaTii. Brepiie Oyno mokasaHo, 10 32 UMM ayTo-
AQHTUTLJIAMH MOXKHa TPYNyBAaTH NAlLI€HTIB B OJHOPIAHI KIIHIKO-0i0JIOT1YHI,
a TaKOX MPOTHOCTUYHI FPYIIH.

otim, y 2003 p., kordepenmiss ENMC (€Bporneiicbkiii HepBOBO-M'sI30BHIA
IEHTP) YTOYHIOE TICTOJOTIUHI KpHUTepii OIOTCii M'S31B I MIarHOCTHKU JIepMAaTo-
MiO3HTY, SIKi BKIIOYAIOTh Mepu(acuKyISIpHY aTpodito abo HasBHICTH BacKY-
nomnarii, aie mio3ut-crierudivni antutina (MCA) He BXOAATh y KiIacu(iKamito.

VY KiHIIEBOMY TiJICYMKY OYJIO ONHCAHO II€ IICTh AHTHTLI, YOTHUPHU 3 SKHX
Oynu ToB's3aHi 3 IepPMaTOMIO3UTOM, ofHAK mpoTsarom 2000-X poKiB YHCICHHI
JOCIIIJDKEHHS, 1I0 OMHCYIOTh Cepii BUMAJKIB, YiTKO BCTAHOBWIM, IO M'STh
MIO3HT-CTICIU(IYHIK AHTHUTLI € crierMiuHrMH U1t iepmatomiosuty. Lle antu-Mi,
antu-Tifl-y, antu-NXP,, antui-MDAs i anTu-SAE.

Hespaxaroun Ha I1i JOCATHEHHS, OCTaHHA KiacH]ikaImiss AMEpUKaHCHKOTO
KOJIe/Ky peBMaToiorii Ta €Bporelicbkoi siira mpotu peBmarimsMmy (ACR/EULAR)
2017 p. He BKIIFOUMIA TX SIK AIATHOCTHYHI KPUTEPIi MIO3UTY abo /10 Kiacuikaryi 1yist
rpymu aepmaromiosuty [3, 26]. HemmomaBHe TOCTIKEHHS 3 BUKOPHCTAHHSIM aHATI3Y
i€papXi4HOTO TPYITyBaHHS BHSBHIIO, IO MiO3UT-ClIEL(ivHI aHTHTLIA OyIIH MOB'A3aHi
3 KINIHIYHUMH (EHOTHUIIaMH, SIKI BIINOBIAAIOTH YOTHPHOM HHHIIIHIM TIpynam
imionaTMYHMX 3ananbHUX Mionatid. Kpurepii mimkpeciroroTs, mo ManOyTHI
OHOBJICHHS TIOBUHHI BKJIIOYaTH poib HOBUX MCA B miarHocturl ta kimacudi-
KaIlil 11i0IaTHYHOT 3armaibHOT MionaTii Ha TOJaTOK JI0 aHTUTLI mpoTtu Jo-1.



VY 2018 p. megiaTpudHa peBMATONOTIYHA MIKHAPOAHA JOCHIITHHUIEKA OpTa-
Hizamis «PRINTO» inimiroBama po3poOKy HOBHX KiacH(iKallifHIX KpUTEpiiB
0/, mo sAKMX 3aIpPONOHOBAHO BKJIIOYHTH PE3yJIbTaTH MarHITHO-PE30HAHCHOI
tomorpadii (MPT) M's13iB, OLIHKY KaJBIIHO3Y, HASBHICTH BUPA30K, OITUC OioMCii,
HasBHICTH Aucarii, AUCTOHIT, MianTii, netamizamniro 3MiH enekrpomiorpadii (EMI),
BUSIBJICHHS MIO3HT-CIICIM(IYHNX Ta MIO3UT-aCOIIHOBAaHUX ayTOAHTHTLN, JaHi yIbT-
pa3BykoBoi miarHoctuku (Y3/I) M's3iB, KanisipocKorii, piBHs HeonTepuHy [4].

[Ipore BHsBIEHO, IIO PENEBAaHTHUMH IPU IOBEHUIBHOMY JI€PMaTOMiO3HTI
3aJIMILIAIOTHCS JIMIIE TATOTHOMOHIYHUH BUCHUIT Ha IIKIpi, MiABUICHHS ()epPMEHTIB
MiOJIi3y Ta M'A30Ba CJIAOKICTh.

ETiosoriuni Ta maToreHeTH4Hi 0C00JIMBOCTI

JleranbHe pe3foMe OCHOBHHUX NTaTOMEXaHI3MIB J€pPMaTOMIO3UTY y AITeH BH-
XOIWTH 32 pAMKH IBOTO MOCIOHMKA Ta KITIHIYHO OPIEHTOBAHOTO OTJISTY.

Xoua eriomoris FOJ] 3amumraeTscs HESICHOIO, NPUHHATO BBaXKATH, IO BiH
BHKITUKAETHCS BAaCKYJIOMATI€I0 B M'S30Bill TKaHWHI, 0araThOX iHIINX CHCTEMaxX
Ta OpraHax TeHEeTHYHO CIPHHHATINBHX 0Ci0, MOXKIIMBO, Y BIATIOBIAb HA TPUTCPH
HaBKOJIMIIHBOTO CEPEAOBHIIIA.

3apeecTpoBaHi TpUrepHi (akTopy BKIOYAIOTH 1HQEKIIHHUX areHTiB (Bipyc
Kokcaki, Bipyc rpumy, napBoBipyc, Bipyc renatuty B, cTpentokok rpymu A,
TOKCOILIa3Mu, Oopedii), a TAKOXK BakLMHH, yIbTpadioneToBUl BILUIUB Ta JIKH.
Kpim Toro, noeneHo, 110 po3BHTOK iH(MEKLIHHOro cHHApOMY B mepiii 6 mic
BiJT 1e0IOTY 3aXBOPIOBAHHSI i IBUIIYE PH3UK peruanBHoro nepebiry KO/ [5, 27].

[MposinHoto nankoto natoreHesy O/l € po3BUTOK MopyIIeHb iIMyHOJIOTIYHOT
TOJIEPAHTHOCTI Ta IMYHOOITOCEPETKOBAHOI BACKYJIOMATIi CyJIHH OPiOHOTO Kamiopy.
Ha nomarok 10 B3a€MO3B'SI3KY 3 JTIOJCEKUMU JeHKormTapaaMy anTureHamu (HLA)
moniMopdizmu, mos'szaHi 3 FOJ], MOBITOMISIOTECS B TEHaX, IO KOIYIOTh
npomorop TNF-a, iHTepnelikiH-1[, aHTaroHiCT penenTopiB iHTepielKiHy-1,
perymstopanii gakrtop iHTepdepony 5 (IRFS), maH0303B's13yrounii JeKTHH
(MBL), xemoxin (C-C), miraag 21 (CCLy,), dpoctomninaza C-moniouuii 6imox 1
(PLCL;) Ta B-mimpoxkinaszu (BLK).

OCHOBHI KOMIUIEKCH TicTocymicHOCTI Il kilacy CTHMyJIOIOTH aKTHBALiIO
CD, T-wiituH, miaTpuMyroun pyiiHiBHY poib CD, T-kiiTHH B IMyHHI BiZIOBI/Ii.
3meHmeHHs a00 BTpaTa QyHKIi peryasTopHuX T-KITiTHH TPH3BOANTH 10 3017Tb-
IICHHS Mpo3ananbHuX T-KIiTHH, BKIIOYaroun xemnepHi T-kimitaan 17-ro Ty
(Thyz), o 3miHrO€ Bero (yHKII0 T-KITHH 0 MPO3anajibHOTO CTaHy, a iHTep-
nevikid (IJT)-17, mo BuBLIbHSIETECS KiniTHHaME Thy7, 1ie OUbIe 3amycKae BUBLITb-
HeHHs nuTokiHiB 1L-2, IL-1, IL-6, IL-15, Bukimkaroun 30i0bIICHAS eKCIpecii
monekyn MHC kiacy | Ha M'SI30BHX BOJIOKHaX, IIO 03BOJsi€ T-KIiTHHAM-
KiJlepaM aKTUBHO ()YHKIIIOHYBaTH.

1 S L . .
PeneBAHTHICTE — Mipa BiJNOBIIHOCTI OTPHUMYBAHOTO PE3yJIbTaTy OaKaHOMY.
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IIpu po3BUTKY 3amaabHOTO MIO3UTY OYNH 3aIIpOIIOHOBAHI MATOJOTIUHI PO
Makpoaris, T-KIIITHH, TUIa3MOIUTOINHUX ICHAPATHHUX KIIITHH, ayTOAHTHTLN [6].
TicTomaronoriydi JOCHIIDKEHHS BUABWIIM IIIEMIYHI 3MIHM BHACIIZOK CHC-
TEMHOI BaCKYJIOMaTii, a TAKOXK KapTHHY alloNTO3y M'SI30BHUX KIITHH, IIOCHICHHS
3amajeHss, onocepeakoBanoro inreppepoHoM (IOH) I Tumy npu FO/I. AnomanmsHa
aKTHUBAIlisT KOMIUIEMEeHTY Ta aHoManbHa perymnis IOH I tuny akrusyrots T-
i B-KITiTHHHE, SIKi TOYHHAIOTH OpaTH y4acTh Y BUPOOHHITBI ayTOAHTHTLN [6].
BBakaeTbes, 0 BUCOKA EKCIIPECisl € KIIFOYEM JI0 BUPOOHHIITBA ayTOAHTUTIJ,
i BAFF (axtuBytounii ¢pakrop B-kitiTuH) y M's130BUX BOJIOKHax repudaciiaabHOi
JIUISHKA € HeoOXigHUM (haKTOpoM miisl TOro, o0 B-ximituHu nudepeHiiiroBa-
JMCSl B TUIA3MAaTUYHI KIITUHM Ha OCTAaHHIX CTalifx JUIs BHPOOJICHHS aHTHUTIN.
AHOManbHa aKTUBALlis KOMIUIEMEHTY MOXKE 3ajieaTd BiJ LUX aHTUTLI, 1
B KIHIIEBOMY MiJICYMKy MeMOpaHOaTaKyBaJIbHHHA KOMIUIEKC, IO CKJIAJAETHCS
3 koMrureMeHTy C5—C9, mpu3BOANTH 10 MOMIKOHKEHHS KIITHH a00 iX 3arudeli.
BmsnrauansHy ponb y popMyBaHHI K T'YMOpANbHUX, TaK i KIITHHHUX ayTO-
imynaux peakuiii npu FOJl Bimirpae mikpoximepusm [7]. OCKIIbKH y HESIKHX
XBOPHX y CTiHKaX BHYTPIIIHBOM'S30BUX CYIWH BHUSBIICHI BIOKIAICHHS IMyHO-
rI00yIIiHIB, IPHUITYIICHA HASBHICTD CICNA(IYHUX ayTOPCAaKTUBHIX aHTHUTII.

Kaacudikauniiini kpurepii

Knacudikamis igionaTHYHUX 3aMaibHAX MIOMATId 3aJHIIAETHCI TEMOIO
Garatbox nuckyciit. CripoOu kinacudikyBaTi reTeporeHHy Ipymy 3aXBOPIOBaHb
i3 MOXJIMBUM YpPaKEHHSM KUIbKOX OpraHiB, 3HAYHMMHU NEPEKPHUBAIOYMMHU
O3HaKaMHM, PI3HMMH MaTOJIOTIYHMMHU MOJICKYJSIPHUMU MEXaHi3MaMu, sKi Iue
HaJISKUTh TOBHICTIO pO3MHM(PYBaTH, € CKIAAHUMH 3aBJaHHSAMH CY4acHOI
MEIMIHH.

SaranpHONpHitHATO! Kiacudikamii FO/I Takok He icHye. HemonaBHO BiU3Ha4YeHa
crcTeMa Kiacugikarii 1-ro €BponerchKoro absIHCY PEeBMATOJOTIYHIX acoIiamiit
Ta AMepukaHcbkoro konemky pesmaronorii (EULAR-ACR) ommcye 1m0 xBopoOy
K HAHOLIBII MOIMPEHWH THN iTIOMATHYHUX 3alalbHUX MiOmaTid y miTel.
Opnak it kiacudikarii, sika ToyHo oxormtoe miarunu KO i po3MexoBye
iHI  (GOpMHU imiONATHYHUX 3anajbHUX Miomatii y JiTeil, BKIIOYarOYu
IOBEHIUJILHUH MOJTIMIO3HT, iIMyHOOIIOCEPEAKOBAHY HEKPOTH3YIOUY MiomaTito abo
overlap-cuuapom Mio3uty, Gy/e MOTPiGHO MOJAITBIIE YTOUHEHHS.

3rigao 3 MKX XI nepermsany (2018 p.) FOl nanexarume no pyopuku 4A41
(imiomaTu4Ha 3amajgbHa MiOTIaTis):

e 4A41.01 - roBeHUTLHUI EpPMATOMIO3HT;

e 4A41.0Z — nepMaTOMiO3UT HEYTOYHEHHH;

e 4A41.1 — moniMio3wr.

Sk xpurepii miarnosy KO/l noci BukopucToByroThest Kputepii 3a Bohan and
Peter (1975), uyrtnuBicTh sKMX y nited craHoBuTh 98,9 %, crenmgivHiCTb —
90,3 % [8].



BinmpIicTh MDKHAPOJHUX EKCIEPTIB CXOAATHCA HA AYMIN, IO Cy4acHUU
30JIOTUH CTaHAapT Uil HAAIMHOI JIarHOCTUKM MIO3WUTY BUMarae HaleKHOI
KIIIHIYHO{ OIIHKW, IIHPOKOI OIIHKM ayTOAHTHUTLI, Oiomcii M'A3iB i3 JAeTaNbHOIO
TiCTOJIOTIYHOIO Ta IMYHOT'ICTOJIOTIYHOIO POOOTOIO.

Knacudikamiiai xpurtepii AMepHKaHCBKOTO KOJEIXY pPEBMAaTOJOTii Ta
€Bpomneiicpkoi yirk npotu peematnamy (ACR/EULAR, 2017) maroTb 3aranbHuit
YUCIOBUN 0an I KOXKHOTO 3HAYEHHS, KU IOTIM BHUKOPHCTOBYETHCS IS
kinacuikaliifHol MArpyNH IOBEHUIBHOTO JIEPMAaTOMIO3UTY, MOJIMIO3UTY, JepMarTo-
MIO3UTY IOPOCIHX — 3 JaHUMH Oiomcii abo 6e3 HUX, A€ CYKYIHICTh KPHUTEpiiB
Ma€e «BU3HAYCHUIT», «IMOBIpHHI» a00 «MOKIMBUIT» MONIEpEeHIH qiarHo3.

VYci BoHH 00'eiHaHI y JyXe MPOCTHH y BUKOPHCTaHHI Web-KansKyssTop:
http://www.imm.ki.se/biostatistics/calculators/iim/.

UyTnuBicTh 1 crenudivHICT, HOBUX KPHUTEPIiiB MOPIBHIOBAJIKCS 3 yciMa Bimo-
BIJTHUMH TIOTIEPEAHIMH JIarHOCTHYHUMH KpuTepismMu. HoBi kpurepii nocsriu
3aranpHOi gyTuBocTi 93 % Ta crnemmdpiunocti 88 % mpum Oiomcii, i oOunBa
Oynu 3Ha4HO HIKYUMH Oe3 Oioncii (87 % uytiuBocri Ta 82 % creundiuHOCTi).
[IpoTe aBTOpWM BH3HAIOTH, IO ICHYE HEOOXIHICTH HEPEBIPUTH HEU[OJABHO
oryOJIiKOBaHi JiarHOCTHYHI KpHUTepii, sKi BOHH Ha3MBalOTh «THMYaCOBUMM,
1 IepeTIIAHYTH 1X ISl BKIIOYCHHS OUTBINOI KUTBKOCTI ayTOAHTHUTLI, ORI crie-
uudiyHUX 0coOIMBOCTEH OIOMCIT, a TaKOXK BKIIOYEHHSI HEKPOTHYHOI MiomaTil
Ta TEPEeXPEecCHOTO CHHIPOMY 3 MIO3UTOM SK OKPEeMHX KiIacHU(iKarifHnx
HArpyM, OCKUIBKK 00W/Ba HajeKaTh IO CHEKTpa IMIATHUIIB MIO3UTY, SKi Oyio
3aMpONOHOBAHO HEloAaBHO [9].

KpiM KJIiHIYHUX TapameTpiB, Nalli€HTH MMOBHHHI OLIHIOBATUCS MapakJiHiyu-
HUMH MeTojnamu. 30KpeMa, Taki mapameTpu MPT, sx 3amanenss, ¢idpo3 Ta
arpodiss MOXXHa BUKOPHMCTOBYBAaTH JUIs BH3HAueHHs CYOKIiHIYHOI KapTHHU
aKTUBHOCTI 3aXBOproBaHHA, ocoOnuBo npu FOJ[. TodHi Ta mMMPOKO MPUHHATI
QITOPUTMHU OLIHKH JIOTIOMOXYTh MOKPALIUTH MaitoyTHe Bukopuctanus MPT sk
JIOaTKOBOTO €JIEMEHTa KIIIHIYHOTO CIIOCTEPEKEHHS Ta CIPHUSATH MOAAIBIIOMY
HOT0 BUKOPHCTAHHIO /IS KIIiHIYHKUX BHIIPOOyBaHs [10].

VY 2019 p. Ha Hapani mmij erimor €BpPONeHCHKOTO HEPBOBO-M'S30BOTO IIEHTPY,
MIPUCBSIYEHIN Meperyisiay MiarHOCTHYHUX KPUTEpiiB, OyJi0 HPUHHATO pillIeHHS
IIOZI0 BKIIFOYCHHS MiO3UT-CHEIU(DIYHIX aHTHUTIA A0 MIarHOCTUYHUX KPUTEPIlB
1IIOTIATHYHKX 3anaJIbHUX Miomnatiil. JlocsrHeHHs B maTtogi3ionoriqHoMy po3yMiHHI
MOXYTh JJaTH MOKJIMBICTh y MaiOyTHbOMY BH3HAUWTH TEPANEBTHUHI CTpaTerii,
ajlanToBaHi 0 pisHux anturin [11, 28].

Mio3ur-cnenudivyni ayroanTuriia
Ta iX KJIIHIKO-(peHOTHNIYHI XapaKTepUCTHKHU

Miozut-cierndivuni  ayroanturina (MCA) noB'sizaHi 31 cnenudiyHUMHU
kiiHigHEME nposiBamu FO/I. ¥V martientiB BusiBieHo 5 ocHoBHUX MCA, a came
antu-Mi; — aHTHOINIOK KOMIUIeKey Miy, anTu-Tifl-y — anTHTpaHCKpUIILIITHAI
npomixuuit pakrop 1-y, anTu-NXP, — aHTHHYK/I€apHHii MaTpu4HUil OLIIOK 2,
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aaTu-MDA; — anTuMenaHoOMHUI TUQepeHIiiHnN aHTUTeH S5, aHTH-SAE —
AHTHTINIA IPOTH MAJIOTO (hepMEHTY-aKTHBATOpa YOIKBITHHOMOIOHOr0 MOI(iKaTopa.

Pizni migtunn MCA MaroTh pi3HY CIpSMOBAaHICTh Yy KJIIHIYHIN JiarHOCTHII
Ta jikyBaHHI FO/], moganemomy crocTepeXeHHi, TOKpamaHHi IKOCTI )KHUTTS Ta
npoaoBXKeHH] yacy BmwkuBaHHA [12]. AnTtutina npotu Tifl-y, NXP, i MDAs €
HaiiOuTbm mommpennmu npu FOJ[ 3 HactymHmM posmonitom 18-15-6 %.
VY nopociux Haiibinbie npencrasineni antu-Tifl-y (38-41 %), Mi, (2-38 %) i
NXP; (14-25 %) i naBmaxu, anTH-SAE € HaliMeHII MOIMMPEHNMH aHTHTIIAMH,
X BUSIBJISIFOTD Y JIOPOCIHMX Maiike BUKIFOIHO B 1-10 % Bumaskis [1]. [ToroBopumo
PO HUX JOKJIAJHILIE.

1. Aumumina npomu Mi,

AnTH-Mi, — 11e Tmepie Mio3uT-creludiuHe ayToaHTHTIIO, onucane y 1976 p.
Binok Mi, e cyboaunuieto koMIuiekey «Mi/HykiIeocoMay, MOB'sI3aHuUi i3 peMo-
JICTIFOBAHHSM JICAIIMIIIOI0YOT0 KOMIUIEKCY, KUl PEryIo€e TPaHCKPHIILIIO TeHiB.

Y 1985 p. Oyn0 MOBiIOMIICHO, IO CEPOTNO3UTHBHHUN PIBEHH MITCH 3 HHUMH
ayroantutinamu npu FO/] cranosus 4-10 %. AntuTina 1o Mi, Kyxe KOpeIooTh
3 (POTOUYTIIMBICTIO, 1 Y JiTEH 3 MO3UTHBHIMH aHTUTLIAMHU 0 Mi, 4acTo BUSBISIOTH
KJIACHYHI IOKipHI MPOSBH, TaKi SK TeNOTPONMHUNA BHCHII, mamynd [OoTTpoHa,
3HaK V-HalIWiHWKA, 3HaK XyCTKH Tomo [34]. Cepiio3Hi ypaKeHHS IIKipH, TaKi
AK BIJKJIAQACHHS KaJbLIIMHO3Y Ta BUPA3KOBI Ypa)KEHHSA CYIWH, € PIIKICHUMH.
IcHye mpsiMa O3UTHBHA KOPEJIALis MK THUTpaMH aHTU-Mi,, piBHEM KpeaTHH-
KiHa3uM B CHpOBATILi KPOBi Ta cTyrneHeM (iOpO3HOr0 HEKpo3y HpH M'SI30Bii
6iormcii. 3 TOYKH 30py MPOTrHO3Y, [ AHTUTLIIO BiIrPae 3aXUCHY POJIb, OCKUIBKH
Yyac KIIHIYHOTO JIiKyBaHHs JiTeW i3 IIMM MIJATHIIOM 3HAaYHO KOPOTLIMH, HiX
y mitei 3 inmumu miatunamua MCA [13].

YV paHuii 4Yac NPUIIYCKAETHCS, L0 CHPUATIMBUI TNPOTHO3 IOB'S3aHUM
13 BUCOKOIO EKCIIPECi€r0 aHTUTII 10 Mi, y pereHepoBaHUX M'sa3aX. Y HUIOMY IiTH
3 MO3UTHBHUMH aHTHTLIaMHU 10 Mi, MalOTh Kpallui NMPOTHO3, ajle PelHINBU
MOJKJIBI B JIOBTOCTPOKOBIH ITEPCIIEKTHBI.

Kniniuei gaHi puUTykcMMaly TMpH JepMaTOMIO3HTI ITOKa3ald 3HAYHE
3HIDKEHHSI Ta PEMICIF0 TOKa3HUKIB XeMOKiHY, iIHTep(epoHy Ta KIHIYHUX MPOSsBIB
y miid rpymi aHTHTiA [14], TOMy puTykcuMad Moke OyTH mpemapaTtoM BHOOPY
JUTSI TITEH, CEpOTIO3UTHUBHIUX 3a aHTU-Mi,.

2. Anwmumina npomu Tifl-y

Tif] — 1e MyXIMHHEAN TIATPUMYIOYHHA OLTOK, BiATIOBiTAIGHUM 32 PErymiOBaHHS
TpaHCKPHILIi Ta iHriOyBaHHS IMyXJHH, a Tpu cyooauauni 6inka Tifl (o, B Ta y)
BIIMOBIJAfOTh BIAMOBIJHUM ayTOAHTHUTIIAM, je aHtu-Tifl-y e HaWOiIbII
NOIMIMPEHUM IIJILOBUM aHTHUTLIOM Y MamieHTiB 3 gepmaromiozntom. Lle MCA
Oyno Binkpuro y 2006 p. Amepukanchkolo komanjoro BueHux [Targoffl. N.,
Mamyrova G., Trieu E. P. et al].
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Cepomno3utusHuii piBens y gireit 3 FOJ] cranoButs 18-35 %, mo cBigunTh
PO MPOBIJIHE MiCIIe CaMe IHOTO ayTOAHTHTINIA Y TaKKX TAmieHTiB [15]. YpakerHst
OIKipW y HUX TIEePIIOYEeproBi, 3 OUTBII YacTUMH perpauBamMu. Kpim THIoBoi
epUTEMH HaBKOJIO OYeH 3 JILTOBUM 3a0apBICHHAM Y (popMi OKYIIApiB, Y MAIli€HTIB
HasBHI XapaKTepHi «ICOpia30moiOHI» YpaKeHHS, TIepKepaTOTHYHI MAITyJH
T'oTTpoHa’ a60 HaBiTh TiMOMIrMEHTOBAHI ypaXKeHHs i TeleaHrioekTasii («uep-
BOHI Ha 06inomy»). CuMnToMmaMu Mio3uTy 3 aHtuTinamu npotu Tifl-y B ocHOB-
HOMY € M'si30Ba claOKiCTh 1 inoguctpodis, iHOAL 3 MiaNri€lo, BITHOCHO HU3b-
KAM DiBHEM ajIbJI0Ja3M Ta KpeaTHHKiHa3u. Bimkputrs rena cimeiicta Tifl B
COMAaTHYHUX KJITHHAX MAIli€HTIB MOXKE MOSCHUTHU NPUYMHY 3JIOSKICHOTO HOBO-
YTBOPEHHS y MAII€HTIB 3 UM IIATUIIOM, POTE e PU3UK 3HAYHO MOB'SI3aHUN
3 BikoM (38—71 % nopocnux mamieHTiB MarTh myxiauHH) [16]. Tutpu aHTHTIN
npotu Tifl-y y niteit He BimoOpa)karoTh PIBHS PH3UKY 3JIOSKICHIX HOBOYTBOPCHB,
ayie BimoOpakaloTh aKTHUBHICTH 3aXBOPIOBAHHS Ta BIICTEXKYIOTh €(PEKTHBHICTh
JMKyBaHHSA Ta penuAuBH. [Ipo CYIyTHI MyXJWHHA y AiTeH 32 HASBHOCTI IHX
AyTOQHTHUTLI HE TOBiHOMILsUTOCS. [HIIN KITiHIYHI IPOSBY, Taki sk peHoMeH Peitro,
apTpanris pigKicHI B bOMY miAThmmi. JiTH 3 UM MiATATIOM Malld HAaWHIDKIAN
piBeHb KINiHIUHOI Biamosini, jume 62,5 %, mo moTpedyBano 3acTOCYBaHHS
iHIIOT JTiHIT TiKyBaHHS, a piBeHb peluauBiB qocsras 33,3 % [17].

3. Aumumina npomu NXP,

NXP, — 1ie sinepHuii MaTpUYHUIA OUIOK, sIKKiT Oepe yd4acTh y KIJIbKOX (YHKIISIX,
IO BKJIIOYAE PEryJoBaHHs TpaHckpunuii Ta meradomnismy PHK [46]. Bnepiue
BiH OyB BHsBJIEHUI y niTeld B 1997 p. 1 € ApyruM 3a MOLIMPEHICTIO aHTUTIIIOM
y narientiB 3 FOJ] (moka3uuk BusiBienus 20-25 %), ne cepeaHiil Bik mo4aTky
3aXBOPIOBAaHHS CTAHOBHUTH 6 POKiB. 3a3BHYAll YaCTIIIe 3yCTPIYAETHCS B MOJIOIIIX
nitei mopiBHHO 3 iHIMA MCA. HasBHICTh IIMX ayTOAHTHTLT HOB'I3aHa 3 OUIBIIT
CEepHO3HIM TOIIKO/KCHHIM M'S31B, PO3BUTKOM KaJ‘IBHI/IHOSyS. V 50 % nirteit
9acTOTa KAIBIMHO3IB OyJia 3BOPOTHO CITIBBiTHECEHA 3 BIKOM IMOYATKy 3aXBOPIO-
BaHHS, TOOTO UMM BiH MOJIOJIIHN, TUM BHIIE 3aXBOPIOBAHICTh HA KAIBIIUHO3.

2 Tenpix Anonbd Torrpon (1890-1974) — HiMEbKHI JEpPMATOJIOT, KK BiJIKPHB MAITyIIH
CHHIOIIHOTO Bi/ITIHKY, III0 PO3TAIlIOBaHi Ha PO3THHAJBHIM MOBEPXHi CYTI00iB (HaituacTime
Mik(]araHTOBHX 1 I'SICTKOBO-(aJaHTOBUX, 1HOMI CyrJI00iB KUCTEH, JIIKTHOBUX, KOJIHHUX
Ta roMinKkoBocTonmHNX. CumnToM ['0TTpoHA — Iie epuUTeMaTo3Hi a00 CHHIONIHOTO BiATIHKY
IUIIMM B Til caMiii JIokai3anii.

¥ KasblHos — e aHOMalTbHe BiIKIANeHHS HEPO3YMHHUX COJIeH KalbIlil0 B TKaHWHAX,
30KpeMa ILIKipi, MiAMKIpHii KIITKOBUHI, CyXOKWUIAX, (acuisx Ta m's3ax. MexaHizm
3aIMIIAETHCS HESCHUM (BHYTPILIHBOKITITHHHE HAKOIMYEHHS KaJibllifo Ha (OHI 3MiHH
KIITHHHOT MeMOpaHM NULIXOM 3alajleHHs, MicleBa iIIeMis CyOWH, AUCPEryJLis
MEXaHi3MiB, 10 KOHTPOJIOIOTh BIJIKIaJEHHS Ta PO3YMHHICTH Kajblito Ta Qocdarty,
a TaKOX MITOXOHJIpiallbHI MONTKOPKEHHS M'S30BUX KIIITHH).
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VY niteii i3 FO/], ceponozutuBHuM 3a aHTU-NXP, aHTHUTIIAMH, B OCHOBHOMY
CIIOCTEPIraloThCs KIACH4HI ypaskeHHsS HIKIpH 3 AU(Y3HUM HaOpsKoM, aTpodis
M's131B, BasKKa M's30Ba claOKicTh, Mianris Ta qucdaris. biomncis M'sa3iB mokasye
MIKpPOCYIMHHUH iH(ApKT, 1MEeMi4Hi M'S30BI BOJIOKHA Ta BTpaTy Kamspis.
VY monanbIux AOCTIDKEHHSX JITH 3 UM MiJTUIIOM MaJX OUIbIN YacTi rocmiTa-
Ji3amii Ta ripuuii ctaH po6oTH M's3iB poTarom 2-piunoro mepioay [18]. Cyts
MionaTii BTOPUHHA BIJHOCHO M'SI30BOI iIlIEMii, BUKJIMKAHOI CYTHHHUMH YPaKSHHSIMH,
TOMY BHCOKHMH € YacTOTa LUIYHKOBO-KHIIKOBHUX KPOBOTEY i HIBHUJAKICTH
nepgopanii. IlepeBakHO TpoIlec JOKATI3yeThCS Yy ABAHANIATHNANINA KWL
32 0YEPEBHUHOI0, IO MOXKE HETPABIUIFHO A1arHOCTYBATHCA KIIHIYHO 1 CLIPUSATH
BHCOKOMY PiBHIO CMEPTHOCTI.

3B'130K MiXK KHAIIIKOBAM BacKylliToM i antutinamu 10 NXP, Takox OyB Breprie
ormmcanuii came y aiteir. [loniono mo amtwtin mpotu Tifl-y, pu3uk po3BUTKY
paky 30iIbIIUBCS B 3,68 pa3u y AOpOCIHX MAIli€HTIB 3 aHTUTUIamMu 10 NXP,
aJie Mpo CIIBICHYIOY1 MyXJIMHK Y AiTeH HEe OBIIOMIIIOCS.

IporrocTrdHi TOCTIIKSHHS MMoKa3aiy, 1o namienta 3 FOJI, ski Oymu mosu-
THBHUMH Ha aHTHTLIa 10 NXP,, Manu HaBuimii piBeHs peuuausis — 43 % [16].

4. Anmumina npomu MDAs

MDAs — e OOk ponuHH TeHIB I, IHIYKOBaHHX PETHHOEBOIO KHCIOTOIO
(RIG-I-like penentopu), PHK-cnenudiunuit depment, mo Oepe ydvacTb
y IIPOTHUBIPYCHIN iIMYHHI BiIOBIii, 30KpeMa NUIAXY iHTEepdepoHy.

He anTurino Oyno ommcano B 2005 p. Ha KOTOPTi SIMMOHCHKHUX MAIi€HTIB
3 aMIONAaTUYHUM JI€PMATOMIO3UTOM. XBOpoOa 3 IIMMH ayTOAHTHTUIAMH Mae
HaWOUIbIINHA PU3HK CHCTEMHOTO YPa)KeHHS Ta HaWTIpIINH MPOrHO3 Yepe3 Ipo-
rpecyrode IHTepCTHIIaNbHE ypakeHHsI JiereHiB (Oinbin HiX y 80 % BHUMAIKIB).
CeponosutuBHicth mite#t 3 FOJl 3a 1M ayTOaHTUTIIOM CTaHOBHUTH 7—12 %,
MPOTE CEPONO3UTHBHMI PIBEHD a31aTCHKOTO HACENEHHs BiIHOCHO BHCOKHIA [19].

HIkipHi NpOsBY y MAli€HTIB 3 MO3UTHBHUMH aHTUTLIaMK 10 MDAj TicHO
MOB'sI3aHI 3 CYAMHHUMH YPaXXCHHSIMH, TaKOX MOBIAOMILUIOCS PO BHUIAIKU
BaKKOT'O CYIMHHOTO Hekpo3y y aiteit 3 KOJI. ILIkipHi mposiBY BKIIIOYAIOTh BUPA3KH,
nmarbMapHi Manmyiad, TUPY3HY aNONeNito, 000Ul BUPa3Ku POTOBOI MOPOKHUHH
Ta maHiKymiT. [lanpMapHi maImyu gacTime 3yCTpidaroThesl B CKITAAKAX JTOJOHHUX
abo mixdanaHroBux cyriodiB Ta yacto Oomroui. JlociiKeHHs ToKa3aiy, 110
JITH MalOTh OUIBII BUCOKI MOKa3HUKH 3MiH pesibedy MIKipH, HiX TOPOCITi.

3anydeHHs 0 ypaXeHHsI M's131B HaifuacTinre BiacyTHe abo rmomipHe (amiomna-
THYHHUHN THIT), XapaKTePHE YPasKeHHs LIKIipH 3 OUTbLI YacTHMHK BUpa3kamu (69 %),
MabMAPHUMU TIAMyJIaMH, TU(QY3HOIO aoTelie€lo, O0MOUNME BUpa3kaMu POTOBOL
MOPOXXHWHU Ta MaHiKymiToM. Jlyxe gacto BuHHKae apTpuT (100 %) Ta MoxHA
Bi[3HAYNTH HAABHICTP O3HAK BOBUYAKOBOTO psnxy (46 %) abo acenTW4HHX
abcrecis (17 %) [Melki et al.].

Kpim ToTO0, B OZTHOMY JOCHIKEHHI TIOBIIOMITSLIOCS TIPO 3B'I30K Midk aHTH-MDAg
Ta aTPiOBEHTPHUKYIAPHOIO 010Ka 1010 Il cTymeHs, po3mMprorouy KIIiHIYHI IPOSBU
I[bOTO ITIATHITY.
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5. Aumumina npomu SAE

Ayroanrtutina npotu SAE (antu-mani yGikBiTHHOMOAIOHI MoaudikaTopw,
0 aKTHBYIOTh retepoanMep (GpepMeHTy) — HEeloIaBHO BHSIBIICHI ayTOAHTHUTIIA
npu YO/1, onmcani y 2007 p. [58]. Cepono3uTuBHICTS €Bporneiicbkux aireit 3 FOJ]
3a UMM ayTOAHTUTLIAMH CTAaHOBUTH 6—8 %, a3iaTchkux — 2 %.

[ManienTr 3 HO3UTUBHUMU aHTUTIIaMK 710 SAE 4acTo MaroTh TUTIOBHI BHCHIT
Ta o3Haky ['orTpoHa. Tpamisnucs BUmaaku CTiHKuX BUpa3ok mikipu [18], ane
B3a€MO3B'SI30K JOKU HESICHHM, i B IbOMY BUMAJKY IS MOJIIIICHHS CUMIITOMIB
YCIIITHO 3aCTOCOBYBABCS BHYTPIIIHHOBEHHUH Y-TIIO0YITiH.

[Namientn 3 antu-SAE aHTHTITaMH MarOTh JETKi CUMIITOMH, PO3BHUBAETHCS
ITOMipHa M'130Ba CIA0KICTh Ta MIajTis 3aJIe)KHO BiJ MPOTPECYBaHHS 3aXBOPIO-
BaHH:. PerpocniexTuBHe mociimkeHHs B Kurai mokasano, mo cepenHii iHTepBa
BiJl TIOYaTKOBOT'O BUCHITY JIO ITOYATKy MIO3UTY CTAaHOBHB 3,5 Mic, i IOPiBHSHO
3 QHTUTUJIO-HETaTHBHOIO TPYNOI0 CEpelHid BIK I0YaTKy AEepMaTOMIO3UTY
B IIO3UTHBHIH Ipymi OYB BULIHUM, SIK i 4acToTa aucdarii.

Kishi ta in. [20] noBimomitsiiu mpo mepiiuii Bunanok antu-SAE no3uTuBHOI
autuH (8-piuHa aiBumHKa) 3 FO/J], ycKiIaJHEeHHM IHTEpPCTULIaTEHUM 3aXBOPIO-
BaHHSIM JIeTeHb, KUl MaB JIMIIE CYXUil Kallelb Ta MiATBEPDKEHY Bi3yanizalito
(mHeBMOHIs). Y mamieHTa He OyJO NMpOrpecyBaHHS M'S30BHX CHUMIITOMIB Ta
mucarii mpoTsarom 24-MiCSIHOTO TIEPiONy CHOCTEPEKEHHS, IO BiIPI3HAETHCS
BiJl TTOTIEPEIHIX ITOBiIOMIIEHh JEPMATOMIO3HUTY Y HOPOCIHX MaIieHTiB i3 MCA
(Mio3uT-crienupiTHIMH aHTHUTLTAMH).

LixaBum OyB TOit pakT, 10 BHUSBIICHA HAsIBHICTE aHTH-SAE aHTHTLI NOB's13aHa
31 BIDIMBOM IIPENapariB TiIPOKCUXIOPOXiHY, M0 KIIHIYHO XapaKTEePHU3YEThCS
HAsBHICTIO TiAPOKCHXJIOPOXIH-aCOMIHOBAHOTO BHCHITY IIKIPH Y JOPOCIHX
i3 IEpPMaTOMiO3UTOM.

6. Jooamkoei aymoanmumina

KpiMm Toro, iCHYIOTb aymoanmuming, CHpAMOSaHi npomu nenmudy po3nis-
naeanns cuenanis (SRP) i HMG-CoA-pedyxmasu (3-2iopokcu-3-memun-2nymapui-
xoensum A-peoykmazu (HMGCR)), moB's3aHi 3 iIMyHOOIOCEPEIKOBAHUM
HEKPOTH3YIOUMM Mio3uToM. HactoTa ix HasBHOCTI npu O]l cranoBuTh 1,6 %
narfientis [21].

KiiniyHa kapTHHA OXOIUTIOE BHPAXXEHY M'S30BY CIAOKICTh 3 MiHIMaJIbHUM
BUCHIIOM a0o B3araili 6e3 Hporo. Brcoko mifBuINeHU piBeHb KpeaTHHIHKIHA3H,
BUSIBJICHUH y IMX BUIAJKaX, MOXKE CBIIYMTH NPO IOPYLIEHHS MeMOpaHu
Mio(iOpH BHACIIIOK BaXKKOT IMyHOOIIOCEPEKOBAHOT HEKPOTHU3YIOUOi MiOTATII.

[oumpenicts anti-HMGCR ayroantutin y marienti 3 FOJl omiHroeTscs
mpubmm3Ho B 1 %.

¥ nocnimkenHi, mposenernomy Takayuki et al., y BCiX memiaTpUuHUX MAIliEHTIB
3 ayroantutitaMmu npotdk  HMGCR cmoctepiranacs aucTtaibHa Cla0KiCTh
y 3TMHAaYax 1 pO3rMHAYax 3am’sicTd Ta TOMIIKOBOCTOITHOTO CYTJo0a, emizoau
magiHHs, aTpodis M'a3iB Ta BToMa. [Ipu 11boMy Y KOXKHOTO TMaIi€HTa PO3BUBAIIHCS
apTpairii Ta KOHTPAKTYpH CyriIo0iB.
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Kpim Mio3uT-cnier(piyHuX ayTOAHTHTL)I, OiOMapKepH, MOB's3aH] 3 aKTUBALIEO
Makpo@ariB, HCONTEPHH i TAJCKTUH-3/9, € HAlOLIBIII OOTOBOPIOBAHUMHU B JaHUI
yac OioMapkepamMH aKTHBHOCTI 3aXBOPIOBAHHS TIPH JIEPMATOMIO3HTi, a HOBI
mupkymoroui  T-xmituaHl  miamMHoxuan  CD4+CXCR5+CCR7loPD-1hi  Ta
TIGIT+CD226+CD4 T-kmiTHHH MOXYTh MOTEHIIIMHO MICTHTH OioMapkeph
AKTHBHOCTI 3aXBOPIOBAHHS MPH JepMaroMiosuri [22].

Mio3ut-acoriifioBaHi ayToaHTHUTINIAa YaCTO 3yCTPidaloThCs y HiTeH 3 monat-
KOBMMH CHMITOMaMH Pi3HUX ayTOIMyHHHX 3aXBOPIOBaHb CIIOJyYHOI TKAHWHH.
IO/l Moe mepekpuBaTHCS CHCTEMHHM CKJIEPO30M, 3alaIbHUM apTPUTOM abo
CHCTEMHUM YCPBOHUM BOBUaKOM. HalOLIbII BITOMUMH MiO3UT-aCOI[IHOBAHUMHU
ayroanTuTiIamu y marientis 3 FOJ] € anTunonimiosut-ckiepoaepmis (PM-Scl)
ta aHTH-Ul-pubonykieonporein (RNP) ayroanturina. IloBimomisiiocst mpo
ayroaHTuTiIa Tpotn PmScl y mamieHTiB, sIKi BUSBISIN KIIHIYHI O3HAKH K
MIO3HTY, TaK i CHCTEMHOTO CKJIepo3y (SSc).

[lepekpuTTs CKIEpOACPMIs/MIO3UT Ma€ CHPHATIMBHI IPOTHO3 Yepe3 JICTKUH
MIO3HUT Ta XOPOIY BIANOBIJb HA JIiIKyBaHHA. THM He MeHIl, OYJIO BUSBICHO, IO
Il ayTOAHTHUTLIA TIOB'S3aHi 3 PO3BUTKOM KANIBIIMHO3Y. Y TeNiaTPHIHHX MAIli€HTIB
TaKOX MOXYTh CIIOCTEpIraTuCs iHTEHCUBHI BUCUIAHHA Ha miKipi. AHTH-UL1-RNP
ayTOAaHTHUTLIa BUHHKaNM pigme npu FOJl, mepeBakHO imeHTH(DIKYBaIHCS
y TAIEHTIB 3 BOBYAKOM Ta 3MillIAHUM 3aXBOPIOBAHHAM CIIOTYYIHOI TKaHUHH [23].

VY3arampHeHa xapakrepuctuka MCA nipencraBnena y maba. 1.

Tabmuus 1
Mio3ur-cnenudiyHi ayToaHTHUTIIa IPH I0BEHITBHOMY 1€pMATOMi0O3UTI
Aymo- | p oanmuzen | TOWYPES | Bianogias Ha iikyeaHHs 3HadeHHs
aHmumina Y Hicmb, % Y
AxTw-Tif1-y | DakTop TPaHCKpUNLi 32 Lis nigrpyna navjiextis Bavkki LKipHi 3axBOpIO-
nocepegHuka 1-y yacTilLe OTPUMYE NiKyBaHHS | BaHHS: NINOAMCTPOMIS,
GionoriyHMMmM NpenapaTamu | BUpasky Ha LKipi Ta
Ta/abo BHYTPILLHLOBEHHUM | HAOPSIKM
ymknodgocdamigom
AHTU-Mi2 | PemogentoBaHHs 4-10 | [Oobpe pearytThb Ha BinbLwa m'a3osa
HyKNeocom aealle- TpaguuinHy Tepanito cnabkicTb, aucdaris
TUNa3HOro KOM- Ta HabpsKku
nnekcy (NuRD)
AHTU- MenaHom- 7-33 | Yacto notpebye iHTeHcuBHOI | LLBMAKO mporpecytove
MDAs acoLliioBaHumn iMyHOCYnpecuBHOI Tepanii, |iHTepcTuLianbHe
6inok 5 LU0 NOEAHYE KinbKa iIMyHO- | 3aXBOPHOBAHHS NEreHis,
AenpecaHTis BUWi pisHi 11-18, I/1-6
Ta PepuTuHy
AHTU-NXP2 | Apepruit matpuy- | 15-23 | MoTpibHe Ginbl arpecusHe | 3HayHa M'A30Ba
HuiA Binok 2b NiKyBaHHS 3 MEHLLWM cnabKicTb, KOHTPaKTYpU
piBHEM pemicii npotsrom | cyrno6is, LWWAHKIA
nepiogy COCTEPEXEHHS BaCKYIT, NOMiapTpuT,
KamnbLy1HO3
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(SRP)

3a[0BirNbHa BigMOBIab Ha
arpecyiBHe JikyBaHHs KOMOiHa-

Ay mo- AymoarmueeH Ijowup f' Bidnosidb Ha nikysaHHs 3HayeHHs

aHmumina Hicme, %

AnTH-SAE | Manui y6iksiTuH- 1 [lobpe pearytoTb Ha AwmionaTnyHui
noAibHui Moaudi- TpaguLinHy Tepanito AepmaToMioanT
KaTop, LU0 aKT1Bye
hepmeHT

AHTU-SRP | MenTug posnisHa- 1,6 lMoraHo pearyioTb Ha CTaH- | IMyHoONOCepeaKoBaHMiA
BaHHs CurHanis AapTHe NiKyBaHHsI, OfHaK | HEKPOTMYIOHMIA MIO3WT,

Ba)Ke 3aXBOPIOBAHHS!
M'S3iB, YPaKEHHS

Lieto puTykcumaby, uukno- | cepus
¢hocchamigy nogansLUMM nig-
TPUMaHHSIM METOTPEKCATOM
Ta IHTEHCVBHOH LLIOAEHHOI0
(isnyHOI0 Tepanieto
AHTK- HMG-CoA-peayk- 1 lMoraHo pearye Ha cTaHgapTHe | IMyHoonocepeaKoBaHi
HMGCR | Ta3a (3-rigpokcu- NiKyBaHHS, NULLE YaCTKOBI | HEKPOTU3YIOUMIA MIO3MT,
3-MeTun-rnyTapur- BANOBIZj HA YNCTEHHI IMyHO- | HECMIPUATINBUIA
KoeH3uM A pepyk- CyNpecvBHi NpenapaTy nepebir xgopobu
1asa (HMGCR))

TakuM 4YMHOM, MiO3UT-ClIEHU(IYHI AyTOAHTUTINIAa CHJIBHO KOPEIIOIOTh
i3 KiiHiYHUME nposiBaMu FOJI, 1110 € Iy’e KOPUCHUM IS JIIKYBaHHS, IPOTHO3Y
Ta MOJAIIBILIOTO CIIOCTEPEIKESHHS 38 IUM KOHTHHI'€HTOM Ialli€HTIB.

Iporuo3 y aHTH-Mi,-IO3UTHBHUX MAIIEHTIB CIPUSTIMBUN, KIIHIYHI CHMIITOMHE
TUTOBI. Y MAI[iEHTIB 3 TO3UTUBHUMHU aHTHTLIAMU poTH MDA xBopo0a yacto
CYTIPOBOJIKYEThCS TUPY3HIMHU IHTEPCTHIIATEHUMH 3aXBOPIOBAHHSIMHU JICTCHIB
Ta BUPA3KaMU IIKipH, & CHMIITOMH MiO3UTY BUpPa)XeHi c1ado.

[NamieHTH 3 MO3UTHBHUMHE aHTHTLIAMH TPOTH NXP, CXWITBHI 10 KaTbIIMHO3Y,
SIKHHA TTOB'SI3aHUH 31 MUTYHKOBO-KUITKOBHMH KpPOBOTEUaMH 1 repdopariero, a
MAIIEHTH 3 TMO3UTHBHUMHU aHTUTiMaMu mpotu Tifl-y marote audys3Hi, BaxKko
BUJTIKOBHI ypa)keHHs miKipu. AHTuTina npotu SAE Menmn BusBieHi y miteit 3 FO/I.

Be3ymMoBHO, HEOOXIiHI TOMATKOBI JOCIIIKEHHS, 00 3HANUTH 3B'S30K MiXK
MCA Tta KTiHIYHIMH TposiBaMH. [IpoTe BHKIIMKIB, 3 SKUMH MH CTHKAa€EMOCH,
HabaraTo Oinble, HAPHWKIAJ, 3HaUYHA YacTHHA marieHTiB 3 O]l Bce me mae
«CepoJIOTIYHI pO3pUBWY, TAOOPATOPHE BUSIBICHHS YyTIUBOCTI Ta BiJIMiHHOCTEH
crierudignocti MCA, a TakoXX CKIAJIHICTh BIAMOBITHUX KIIIHIYHUX TMPOSBIB,
KOJIM BiZOyBa€eThCS CIiBICHYBAaHHS MOABIMHNX aHTHUTLI y CHPOBATII KPOBi JiTeH
3 KO/, oo BUCyBae OUIBIT BHCOKI BUMOTH 10 Jociimkerns MCA.
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KainiuHa XxapakTepucTHKA I0BEHIILHOTO 1epMaTOMiO3UTY

Oco6mBocri kiiHiuHOT KaptuHu FOJ], SK 1 BCiX CHCTEMHHUX 3aXBOPIOBAaHb
CHOJYYHOI TKaHWHM, pi3HOMaHITHI. JliarHOCTHKa Ii€i XBOPOOW TIPYHTYETHCS
31e0UTBIIOT0 Ha pe3yNbTaTaxX KIIHIYHOTO Ta JabopaTOpPHOTO OOCTEKEHHS.
3a nannmu Patwardhan ta cmiBaBr., miarao3 FOJ] Moxe 3aTpumyBaTHCS Maiixe
Ha miBpiyus [18], mpuuomy y aiTeli MONOAIIOI BIiKOBOI TPYNH TPUBATICTbH
3aTPUMKH JiarHo3y e Oinbmia (5,6 Mic mpoTu 4,5 Mic BIAMOBIIHO).

Kuniniuna kaptuna FOJ] Moxe iCTOTHO BapilOBaTH 3aJICKHO BiJl BapiaHTy HOTO
ne6rory. IloyaTok 3aXBOPIOBaHHS T'OCTPHH, 3 JINXOMAHKOIO, SIBUIIAMH TIpOTpe-
Cyro4oi M'si30BOT c1aOKOCTi, O0JIeM B ypakeHHX M'si3ax Ta 3MEHLICHHSIM Macu
Tina [24]. Jluiie B MOOUHOKUX BHUIIAKaX, HA BiIMIHY Bil qopociuX, npu FOJ]
y IeOroTi BiIMigaroTh CHHAPOM PeitHo.

[Ipnbnmzno y 25 % niTel 3aXBOPIOBAHHS NMOYMHAETHCS TOCTPO, OYPXIIUBO,
3 BHCOKOIO JINXOMAHKOIO, MITIUBICTIO, IiJBHIICHOIO CaliBaIli€io, HaOpsKamu
OONIHYUS Ta SICKPAaBUM JIEPMATHTOM. Y Pa)KEHHS M'SI31B CYIIPOBOKYETHCS IHTEH-
CHBHHMM OOJIEOBUM CHHAPOMOM, IIPOrPECYI0UO00 M's130BO0 crabkictio. IlIBuako
HApOCTAlOTh M's30Ba Ta 3arajbHa muctpodis. [Ipm mimrocTpux BapiaHTax
3axBoproBanHs (50 %) ii po3BUTOK OiNbII YHOBIMBHEHHMIT: TeMIepaTypa Tina
cy0(heOprITbHa, HAPOCTAHHS BCIX 3a3HAYCHUX CHUMIITOMIB MOCTYIIOBE, MOCITIIOBHE
(Bim 2-3 ik 10 2-3 Mmic).

[Tpu nepBHHHOMY XPOHIYHOMY BapiaHTi MPOLEC PO3rOPTAETHCS MPOTATOM
1-3 pokiB, CyNpPOBOMKYETHCS LI€ MOBUIbHIIIE POrPECYIOYMMHU LIKIDHUMH Ta
M'SI30BUMH CHMITOMAaMH 1 HEPIIKO AiarHOCTYETHCS JIHIIIE TIPH TIOSIBi CYTIO00BO-
M'SI30BUX KOHTPAKTYp 200 KaJIbIIMHATIB.

Ll kipuuii cundpom y BUIIIAAL IepMAaTUTY Ha BIJKPUTHX YacTHHAX Tia €
MOCTIfHUM CHIMIITOMOM 3aXBOPIOBaHH:. [ emoTpornHuii BucH, mamymu ['oTtpoHa
Ta O3HaKa ['OTTpOHA € MaTOrHOMOHIYHMMH Ta IOB'S3aHI 3 aKTUBHICTIO 3aXBO-
pIOBaHHS, X04a O3HaKa ['0TTpoHa MOJKe 30epiraTcs Micis JOCATHEHHS PEeMIicCii.

Teniomponnuii® eucun (nypnypro-uepsona epumema 3 HAGPAKOM GEPXHIX
nogik) — 1e epureMa HaBKOJO o4edl y dopmi okymspiB (puc. 1), 3 mimoBum
3a0apBIeHHSM (T. 3B. TEIOTPOITHA), YACTO MOEAHAHA 3 HAOPSIKOM HABKOJIO OYEH,
ska croctepiraerbest y 30-60 % manienTi. Taki MWKipHI 3MIHK BiIpPI3HAIOTHCS
3HAYHOIO CTIiMKICTIO, CHHIONIHUM BiATIHKOM, MOXYTh CYIPOBOJKYBaTHCS
JyIIeHHsM i cBepOexem [29].

Ha BinMiHy BiJj CHCTEMHOr0 YEpBOHOT'O BOBYAKAa €pUTEMa Ma€ IiaHOTHYHUI
BIATIHOK («KOJIIp TENIOTPOIY», 3BIJICH JIpyra Ha3Ba JIEpMaTOMIO3HTY <JIiIOBa

4 TemioTpomism (Bim a.-Tp. AM0G — «COHIIE» + TPOTN — «IIOBOPOT») — 3AATHICTH POCIUH
HaOyBaTH MEBHOTO CTAHOBHIIA ITi/l BIVIHBOM COHSIYHOTO CBITJIa, BUKIIUKAETHCSI B OCHOB-
HOMY CHHBOIO YaCTHHOIO CIIEKTpa. B KOHTEKCTI BUCHITY Ma€eThCsl HA yBa3i YepBOHYBATO-
(hioneroBe a0 Oy3KOBE 3a0apBIICHHS.
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XBOp00a»), PO3TAIOBYETHCS HA OOJIMYYi y BUIIII MIEpiopOiTAIBHIX «OKYILSIPIBY,
«MeTeNKa», Ha BYIIHHX PaKOBHHAX, HaJ cyriobamu. Epurema merenuka, sika
TIOMINPIOETHCA TI0 MIOKaxX Mo oOmmBa OOKHM KOpeHS HOca, HEPIAKO MO BCHOMY
00JMY4I0, 9aCcTO € MOYaTKOBHM AepMartosiorivauM cumnromoM FOJI. OctanHi
poboTH CBiAYaTh MPO MOXKIMBICTH WIKIpHOTO ypaxeHHS y 17,9 % B nebroTi
31 MIKipHAMH TIPOsiBaMK 0e3 M'S30BOi CabKoCTi. BBakaeThCst, 0 i30Jp0BaHE UM
nepeyode mKipHe ypaxkenHs npu FOJ] Oinbire npuramanae ocodaM a3iichbKol
nonysaunii [8]. Epurema Moxke cynpoBopKyBaTHCS 1HOQUIBTpalli€lo, rinepkepa-
TO30M a00 CTOHIIEHHSM IIKIpW 332 TUIIOM IUrapkoBoro mamnepy. Hepinko BoHa
TIOETHY€ETHCS 3 HAOpSIKaMK Ty0, BYITHUX PAKOBHH, NepiopOiTaabHOT KIIITKOBHUHH.

Puc. 1. I'eniotpornHuii Bucui.
306pa)KeHHH BHUKOPUCTOBYETHCA 3a 3r01010 MaTCpi Ta TMTHHHU
(Boyarchuk O., Kuka A., Yuryk I. Clinical and autoantibody phenotypes of juvenile
dermatomyositis. Reumatologia. 2022. Ne 60(4). P. 281-291.)
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Bucun Moske mOmmMpOBaTHCS Ha IIUIO Ta TPYAHY KIITKY, BEPXHIO YaCTHHY
CTIMHY, BEPXHi KiHIIIBKH, XHBIT (epHTEeMa JeKoIbTe y (hopMi JiTepu V, epurema
3aIHhOT YACTHUHY WIHI 1 TUICUeH — cumnmom xycmku, OI9HOT TOBEPXHI CTETOH —
CUMRMOM KOOYpUL).

Bucun y niteit moxke Oytm moimiMOppHHM: BOJHOYAC Ha IIKipi € pi3HI
eNIEMEHTH Ta BOTHHMIINA TiMo- i rimepmirMenTaii (notxiriooepmis), MO CBiMUATE
PO XPOHIYHE 3aXBOPIOBAHHS.

BcranoBneHO, 10 TTOYATOK BHUCHUITY Ta MIO3UTY MOXKE OyTH HEOJHOYACHUM
npu FO/] [30]. Jocmigankamu 3a3Ha4ueHo, mo y 42,86 % BUIaIKiB 3 130JIbOBAaHIM
HIKIDHUM yPaXCHHSIM MOXYTh HPOTSATOM TpuBasoro 4acy (Oinmbmie 10 pokiB
CIIOCTEPEKEHHS1) HE PO3BUBATHCS M'SI30BE YPAXKEHHS UM ITiABUIICHHS aKTHBHOCTI
(hepMeHTIB MiOJTi3y B CHPOBATIIi KPOBI.

[HONI IepMaTHUT Ma€e CKBAMO3HMH XapakTep 1 Harajaye aTOMYHUHA JepMaTHT,
cebopero abo mcopia3, yepe3 LIO MAIIEHTH MOXYTh TPUBAJIO 3aTPUMYBATHCS
MiJ] CHIOCTEPEKCHHSAM JUTIINX aJIeprojoriB Ta AepMaToioriB. [lyke XxapakTepHOIO
€ epureMa (pioNIETOBOTO KOJLOPY HA PO3TMHAIBHHUX ITOBEPXHAX BEPXHIX
KIHIIIBOK Y BHUIJISIAI LIMPOKOI CMYTH, JAEpeBONoJiOHe JiBeno, nepudepuyHi
HaOpsIKK KHUCTEH Ta CTON, IOYEPBOHIHHS HABKOJOHITTHOBUX BaJIMKIB
ta cumntoMm ['otTpona [27].

Hanyau I'ommpona — 1ie TAMyId CUHIONIHOTO BIATIHKY 3 rinepTpodiero
eriiepMicy, po3TallloBaHI Ha PO3TUHAIBHIN MOBEpXHI CyrjoOiB (HaivacTimie
MiK(]aTaHrOBUX 1 M'SICTKOBO-(PaaHTOBHUX CYIIIO0IB, 1HOAI CYrJIOOIiB KHCTEH,
JIKTHOBHX, KOJNIHHUX Ta TOMIJKOBOCTONHHX CYTNoOiB). Cumnmom (o3Haxa)
T'ommpona — 1ue mnyprnypHO-uepBoHa aTpodidHa epuTemMa 3 JIyLIEHHSIM
Ha PO3rUHANIBHUX MOBEPXHSIX CYrio0iB HanbliB (puc. 2). Bucunauus Ha Mix-
(haslaHTOBUMH Ta IT'SICTKOBO-(aJIaHTOBHMH CYTJIO0aMU KHCTEH PYK 3aHIIAIOTh
micis cebe MmiJ 4yac CTUXaHHs mporecy (uacrimie yepe3 1—2 poku) CBOEpiaHI
JenirMeHToBani arpodiyni py6unku. Bonu e tunosumu mns OJ] ta BBaxka-
I0TBCS «BI3UTKOI0» 3aXBOPIOBAHHSI.

CKBaMO3HUI1 XapakTep BUCHUITY B JCIKUX BUIIAJKaX HABOJUTh Ha JIyMKY PO
rcopias, aje BiJIoMi BUMAJKH iCTHHHOTO TIOEJHAHHS ITUX IBOX 3aXBOPIOBAHb.
Bucun npu /IM moxxe O6ytn nomiMopdauM. Tak, BiToMHH TepMiH «IOHKiNO-
JIepMaTOMIiO3MT», KOJNM Ha IIKIpI MAIli€HTIB € pI3HOMaHITHI BUCHIAHHS
Ta BOTHHUIIIA TiMO- Ta TimeprirMeHraii, ToOOTO TolKiIoaepMis. Buainstoun
ypakeHHS MPHUIATKIB IIKIpH, CIiA 3rajaTH MpO MOKIHMBY OCEPEIKOBY, pimie
TOTaAJIbHY aJIOTIEIIO.
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Puc. 2. [Tamynu ta o3naka ['orTpoHa.
300pakeHHS BUKOPHCTOBYETHCS 3a 3rOI0I0 MaTepi Ta TUTUHH
(Boyarchuk O., Kuka A., Yuryk I. Clinical and autoantibody phenotypes
of juvenile dermatomyositis. Reumatologia. 2022. Ne 60(4). P. 281-291)



Ilepiyneyanvua epumema He € CTICU(PITHOIO, A€ YACTO CHOCTEPITaeThCS K
mouaTkoBuii cumnToM O/, MoxumBe muctpodidne ypakeHHs HIirTiB. [Tomos-
JKEHHS eMITENII0 HIr'TS 1 pO3MINpEeH] KamiJIsipy HIrThOBOT CKIIAIKH XapaKTepHi SK
nust FOJI, Tak i st ckieponepwmii (puc. 3).

Puc. 3. [lepiyaryanpHa epurema.
300paskeHHA BUKOPHCTOBYETHCA 3a 3rOI0I0 MaTepi Ta JUTUHH

CynvHHUI KOMITIOHEHT TIpeJICTaBICHNH KalIIPUTaMK JIOJIOHb, CITYaCTHM JIiBEIO
Ha TPyJAsX, CIMHI, MaXBOBHUX IUISHKAax 1 KiHWIBKax (puc. 4), a B Mi3HILIOMY
Mepiofli — TeNIcaHrieKTa3iAIMH, YacTillle Ha BEPXHIX MOBIiKax ab0 B AUISTHKAX
HITTBOBOTO JIOKa. ['eHepasizoBaHe ypaXeHHsS CYAMH, OCOOJIMBO XapaKTepHe
JUISL JiTel MOIIKLIBHOTO BIKY, YacTO CYNPOBOJDKYEThCS OOJEM B ypayKeHHX
30HaX, HEKPO3aMHM, BHpa3KaMH, HarHOEHHSM 1 B JISSIKMX BHIAJKaxX IOTpeOye
TUQEpEHIIIIHOTO qiaTHO3Y 13 CHCTEMHUMH BaCKYJTiTaMH.

Puc. 4. Livedo reticularis (7epeBornoioHO po3raiyKeHi IsIMH).
300pakeHHs] BAKOPHCTOBYETHCS 32 3TOJOI0 MaTepi Ta JUTHHU

Mopdoutoriuni 3MiHM HecneuudiuHi: Tinep- 1 mapakeparo3 emigepMicy,
HaOpsIKaHHS KOJAareHOBHX BOJIOKOH, JIUITHKU CKJIEPO3Y, TiaJliHO3Y Ta 3BAITHEHHS
B JIEpMi Ta NEpUBACKYJIPHI IHQIIBTPATH, SKi CKIIAIAI0THCS MEPEBAXKHO 3 JTiMPo-
LUTIB Ta MakpoQaris.
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kipsai npossu O] y GibIIOCTI BUNAAKIB 3'SBISIOTHCS Ha AEKiTbKA MICALIB
paHiiIe 3a ypakxeHHS M's3iB.

Ypaorcenna cnuzoseux 06010H0K 3 TIOSBOIO TinepeMil Ta TOYKOBHX KPOBO-
BUJTMBIB 3YCTPIYA€THCS y BUTILII XSHITITY, TIHTIBITY, CTOMATUTY X JI0 €pO3HBHO-
BHPA3KOBOTO e30(arity, pijmre cTpaKIaroTh NUTYHOK Ta KUIIeYHHK. Hailgacrime
PO3BHUBAIOTECA crienU(ivHMA TiHTiBiT. MOXIUBUI pO3BUTOK KaTapalbHOTO Ta
cy0aTpo(iyHOrO PHHITY, KOH'FOHKTHBITY, ByJbBOBariHity [25].

[Tpn mpoBeneHHi e3odaroracrpoayoaeHockonii aitsam 3 IO/l mopymieHHs
MOTOPHKH LIUTYHKA Ta ABaHAIIATUNANO] KUIIKK (JyoAeHAJIbHUI Ta racTpoe3o-
¢areanbHuit pedurokcu) BusiBieHi y 70 % manientiB. Kpim Toro, XapaktepHo
3aroCTPEHHsI TaCTPOAYO/ICHITY, KOJIM 3amajbHi 3MiHU JIOKATi3yBaIHCs YaCTille
B @HTPAJILHOMY BIJJINI HUTyHKA (IUQyY3HUH aHTpaNbHUN TacTPHT), pijiIe
B JBAHAMIATHITATIN KAIII].

Mionamuunuii cundpom nipu YO]] € mpoBiTHUM y KINiHIYHINA KapTuHi. Bin
CKJIATA€THCS 3 MiaNTiid, OOFOYOCTI Ta 3MIHM KOHCHCTEHITI M'sI31B TIPH MabIaiii,
M's130Bili c1abkocTi. OCTaHHS XapaKTepU3yeThCsl 3HAYHUM OOMEKECHHSIM CaMo-
CTIHHX pyXiB: AWUTHHA HE MOXE CaMOCTIHHO BCTAaTH, CiCTH, MiTHATH HOTY Ha
CXOJIMHKY, YTPUMYBaTH OY/b-SIKMU IPEIMET y PYLi, pO3YiCyBaTUCS, OJSTTHUCS
6e3 ponomoru Tomio. [IpoOiemMoro BUsIBIEHHS M'S30BOi CabKoCTi y JiTed
MOJIOJIIIOTO BIiKY € BiJICYTHICTh MOJIMBOCTI CAMOCTIHHO TOCKAPKUTHCS, 4aCTO
0aTbKM BIIPOJIOBX TPHMBAJIOTO 4Yacy HENPaBWILHO TPAKTYIOTh CHMITOMH,
BBa)XaIOTh JAUTHHY JIIHUBOIO, TUXOI (IMTHHA CHUAUTH, HE TPA€ B aKTUBHI irpH)
a00 HaIMIpHO aKTUBHOIO (BHACIIJJOK YOT0O JAUTHHA MAJIAE).

ITocTynoBo Moke pO3BHBATHCS YpaKEHHS M'SI3iB MIMi, NPH SKOMY IiTH
HE MOXYTb HaBiTh yTPUMYBATH TOJIOBY, 3 MPUBOJIY YOTO OATHKH 3BEPTAIOTHCS
JI0 JIiKapiB-HEBPOJIOTiB. 3alydeHHs A0 Mpolecy M'S3iB TJIOTKH HPU3BOIUTH
1o aucdarii, KOIM BHHUKAE 3aXJMHAHHS IIiJ] 9ac KOBTAaHHS, 3aTiKaHHSI DKi
B HOCOBY TIOPOXKHUHY, acIipallis. Y pakeHHS M'SI31B TOPTaHi BUKIIMKA€E TUCHOHIFO
3 TYTHSBMM BIATIHKOM TOJIOCY Ta OXPHIUIICTIO, SIKY TaKOX YacTO BBaXKalOTh
MPOSIBOM XPOHIYHOI TATOJIOT1i HOcOrmoTKH [25].

HailiBa)kuuM Npu ypaskeHHI CKENETHUX M'A3IB € MOLIKOHKEHHS MiXKpeOepHUX
M'si3iB Ta JiadparMu, siKe MPU3BOIUTH 10 3MEHIIIEHHS KUTTEBOI €EMHOCTI JICTEHIB
1 pO3BUTKY BTOPMHHHX YCKJIAIHEHb 3 OOKy OpraHiB AWXaHHS 3alajbHOTO
XapakTepy, BHACIIIOK YOT0 JAiTei TPUBAIO CIOCTEPIraloTh MyJIbMOHOJIOTH abo
IMYHOJIOTH 3 IPHBOJY PELUIMBHIX ITHEBMOHIH [26].

VY roctpomy mepioni Big3HayarOTh HAOPSK, «TECTYyBaTy» CTPYKTYpy abo
«IepeB'sHy» IIUIBHICTE M'A3iB, 1X OONIOWICTH NMpHW Majblalii Ta 3pOCTAOTY
ciaOkicTs. 1arieHTi cTaloTh MaJIOPyXJIMBUMH, IEPECTAIOTH TPATH B aKTUBHI iIpH,
YacTo I1aJal0Th, HE MOXKYTh ITTHATUCS IO CXOZAX, CiIaTH HABIIOYIIIKH 1 BCTaBATH
(CMMIITOMH «TOPIMKa», «CXOIUHKM», «aBTOOyca»). IlamieHTH nexarb y BUMY-
IIeHiH 1031 Ha ciuHiI ab0 Ha 0o1li, He MOXYTh BilipBaTH TOJOBY Bi/ MOAYIIKH,
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CaMOCTIHHO TOBEpHYTHCH Ha OiK, CiCTH. 31 CTOPOHHBOIO JIOTIOMOTOIO CiaroTh
1 30epiraroTh CHISYC CTAHOBHIIE 3 ONYIICHAMH HOTaMH i TOJIOBOIO, IIIO 3BUCAE,
TOOTO 03y OCTATOYHOTO 3HEPYXOMIICHHS.

3HIKYIOTBCS 200 BHIAIAIOTh pediieKkcH, pO3BUBAETHCS MIOTEHHHUH mHape3
abo mapaiid, y T. 4. MioreHHHI Oyms0apHui (TIceBROOYIb0apHIiA) CHHAPOM i3
sBuIamMu gucdarii, aucdownii, quzapTpii. it gy’ke MOraHo KOBTAIOTh, 3aXJIU-
HAOThCSI, PiJika 1kKa BIIIMBAETHCS B HUX Yepe3 HIC, MOBA I'yTHABA, THXA, HEPO3-
OipmuBa. MOXIIMBI po3naan JUXaHHS, OOMEXEHHS €KCKypcCil IPYAHOI KIITKH
1o 1-2 cM i MeHIIIe, acripartis ki a0 CITHH 3 pe(ICKTOPHOIO 3YIMHKOIO IMXAHHSL.

I'eHepanizoBaHa M'A30Ba CIa0KICTh MOXKE CYNPOBOKYBATUCS CIIOHTAHHUMHU
MianrissMu ab0 THMH, IO TIOCHIIOIOTHCS TIPH pyxax 1 mambmamii. [Homi Oine
y OUISHIII YepeBHUX M'SI31B MOXKE CUMYJIIOBATH TOCTPUH KHBIT.

IIpu rocTpomy mepebiry XxBopoOH M'SI30BHI CHHIPOM depe3 1—2 Mic BHSB-
JSIETHCSL y BCIX XBOPHX, MPH MiArocTpomy — uepe3 1-2 poku y 80 % mnarieHTis,
IpY TIEPBUHHO XPOHIYHOMY IIE Ii3HIIIe, 3a3BUYail TP BUKOPHICTAHHI CIielia-
JIBHUX METOJIB JIOCIIiPKEHHS a00 NpH BUKOHAHHI 0COOJIMBO CKIIaJHUX BIIPAB.

Komm cruxae roctpuii mpomec, Oire i M's30Ba cIaOKiCTh 3MEHIIYIOTHCS,
3'SBISIFOTHCS «4E€PBOMO/I0HI», MIOIATHYHI PYXU, MOXKJIMBICTh MiJHOMY 3 TOpPH-
30HTAJIFHOTO y BEPTUKAJIBHE TTOJIOKEHHS 3 OTIOPOIO HA PYKH, HEIIOBHE CiTaHHS
HABIIOYINKH, X0Ja 3 PO3CTABICHUMH HOTaMH ((«Ka4urnHa»). MOXKyTh 30epiraTucs
HOCOBHH BIiITIHOK TOJIOCY, YTPYJHEHHS IIPH KOBTaHHI ixi. CIif MAKPECIUTH, 110
IOl 6inpmr BHIacTHBO ypaXKeHHS NMPOKCHMAJIBHUX Ta OCHOBHX M'A3iB. 3HAYHO
pinme (10-15 %), ckopimie sk BUHSITOK 3yCTPiYalOThCsI CUMIITOMH JUCTAIbHOT
MioraTii, HMOBIpHO, TIOB'13aHi 3 CYIYTHIM ITOJIiPaJUKyIOHEBPHTOM.

[Ticnst rocTporo audyy3HOTo 3anajieHHs] pO3BUBAETHCS IPOTPECyroya M's30Ba
TinOTpodis, MO 3aXOILTI0E TaKOXK MEPEBaXKHO OCHOBI Ta MPOKCHMAbHI TPYITH
M'si3iB. [HO/I HA TUTi CXyMHEHHS M'S31B Ta3a Ta CTETOH BUSBIISIETHCS MICEBIOTIIEp-
Tpodis M's3iB rominok. Ilpu HecBoeuacHOMY ab0 HENMpPaBIIBHOMY JIIKyBaHHI
3 HAPOCTAHHIM CKJIEPOTHYHHX TPOIECIB 3'SIBISIOTHCS BaXKKiI M'A30Bi abo cyr-
J000BO-M'S130Bi KOHTPAKTYPH, IO Pi3KO MOPYIIYIOTH OOCAT PYXiB i MPH3BOIATH
JI0 1HBaTiqu3arii.

OnHak y AesKnX BHIAJAKaX BiACYTHS M'si30Ba CIAa0KiCTh, HE3BAKAIOUM Ha
YpaKeHHSI WIKIpU: foseHinbhuti amionamuunui oepmamomiosum (FOAJIl) Ta
108eninbHull einomionamuynuti depmamomiozum (FOT'[T).

FOI'Jl Bu3HauUa€eThCs K BUIMAJKU BiCYTHOCTI KIIHIYHO M'S30BOi CIAOKOCTI,
HE3BaXKAIOYM Ha KIIHIKO-TIATOJIOTIYHO MiJITBEPUKEH] KJIACHYHI IIKIpHI MPOSBU
IO/] Ta HasgBHICTH MIO3UTY IpH J1IAOOPAaTOPHHX, eNeKTpodizionoriunmx Ta/abo
peHTreHoNoTiyHNX nociimkeHHsax. [lamientn 3 FOAJ] He MaroTh KIIHIYHHX
a00 1abopaTOpHUX JIOKA3iB MIO3HUTY, HE3BAKAIOYHM Ha KIIHIKO-TIATOJOTIYHO
HiTBEp/KEH] ypakeHHs WIKipH, XapakTepHi st FO/1.

Gerami et al. cmouatky BusHadamu FOAJl gk BUNQAKH, IO XapaKTEPHU3Y-
I0ThCSl 3a3HAYCHUMH YMOBAaMH IIPOTSTOM 6 Mic MICJIsl OYATKy 3aXBOPIOBAHHS
6e3 cucteMHOTO JiKyBaHHS. OHAK Y KIIHIYHAX YMOBaX 9acToO MOTPiOeH paHHIN
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MOYaTOK 3aCTOCYBaHHS CHUCTEMHHX TIirokokopTukocrepoiniB (I'K) ta imyHo-
JerpecaHTiB. Takum 4uHOM, 11i TEPMiHM MOXYTh OyTH 3aCTOCOBaHI JI0 TAIli€HTIB,
y SIKUX BIICYTHS O4YEBHIHA M's30Ba CHaOKiCTh, HE3BaXKAIOUM HA THUIIOBI
BUCHIIAHHSI Ha IIKipi HE3aJIe)KHO BiJl TPUBAIOCTI 3aXBOPIOBAHHS 10 MOYATKY
CHCTEMHOTO JTIKyBaHHS.

V oinpmr HiX 50 % mamieHTiB 3a nepiof nepediry xsopobu Bif 1 10 5 pokis
CIIOCTEPIraeThCsl KAAbUUHO3 (ocughikayis) M'sa31B Ta TiANIKIPHOT KIITKOBUHH,
MOJKITHBE BHHUKHEHHsT HOpHIb (puc. 5). Llei npoliec vacTilie BUHUKAE Ha 2—3-My,
arne MOXnuBUi Ha 5—8-My 1 HaBiTh 10-My pori XBopoOu.

Puc. 5. [TigmkipHi KanbIUHATH HAJ BETUKAMH CYTI00aMH.
3006paxeHHs] BHKOPHCTOBYETBCS 3a 3TOAOI0 MaTepi Ta AUTHHH

Kanbino3 Moxe OyTH OOMEKEHUM, IMOIIMPEHHM abo YHIBEpCallbHUM,
3 BIJIKJIA/ICHHSIM COJIeH He TUIBKU B ILIKIpI, ajle U y M's3aX, CyXOXKWIBHHX ITIXBaXx.
3a3BH4ail KaJbLUHATH BUSBISIOTH Y AUISHII HMKHIX KIHIIBOK (JIUTKOBI M'S3H,
CTErHa), MICIISIX TOCTpOi 200 XPOHIYHOT TpaBMaTu3allil M's3iB (Ha JIKTSX, KOJIiHAX,
NajbLsX), MICISAX BHYTPIIIHBOM'A30BUX iH'eKLill (Ha cizHuLsX) [27].

[Tpu yHiBepcanbHiil Gopmi By3iu pi3HOT BETHMYMHH 3'SIBISIIOTHCS HA 1HIIMX
IUISHKAX Tina (HAapWKIaA, HA CIHHI, CIIHUILIX). BUHUKHEHHS KaJbIWHATIB
CYNPOBO/IKYETHCS Y JIESIKMX BHIAJKaX JMXOMAaHKOIO, BIIUYTTSAM HE3PYYHOCTI,
nediHHsg abo 0o0uIto, MOSBOIO NPYKHUX, 0ATOTYIOUMX a00 MHIIJIBHUX YTBOPEHb,
3 IKUX TIpU TOPYIIEHHI LUTICHOCTI IIKIpH BHAUISAEThCS OllyBara KajamyTHa
piauHa, 1110 MiCIis BUCUXaHHS Harajaye 3yOHHH MOPOILOK 1 CKIaJaeThes 3 Coer
Kaublito (rigpokcianarury). Lle T. 3B. Kaybli€eBi T'yMH, SKi MOXYTb chopMyBaTH
HOpHI[, II0 BIAPI3HIIOTHCS MIISBICTIO mepebiry Ta BKpail MOBUIBHUM
3aroeHusm [28].

24



'ene3 kanpIuHO3y MOBHICTIO He 3'sicoBaHMid. [lepenbauaerscs, mo BiH
BiIOOpakae CTYITiHb BUPa3HOCTI, IOLUIMPEHOCTI Ta IMKIIYHOCTI 3aMabHOTO HEKPO-
TUYHOTO TIPOLIECY 3 HACIIAKOM CKJIEPO3Y Ta KaJIbLIUHO3Y, SIK MPH CIICIU(PITHIX
(TyOepkyinbo3), iH}eKIiiHNX Ta nmapa3uTapHUX 3aXBOPIOBAHHSX Ta aTEPOCKIIe-
po3i (xamprudikamis aTepocKIepoTHYHNX Osimok). JlocmimkeHHs QyHKIIT
NapanMTOBUAHUX 3aJI03 MiJATBEPIWIA HOpMajbHE BHUIUICHHS NapaTropMOHY,
a TaKO)XK He3MiHEHHH piBeHb KaNbIIif0 Ta (Gocdopy y CHPOBATII KPOBi.

HeoOxigHo HaronocuTH, 1o KalblHO3 € ocobnusicTio FO/l: y mopocmux
BiH 3ycTpidaerscs nume y 7,9-12 % Bumaakis, y aiteit mo 35 %, mpudomy
cepell JiTell JOIIKIIBHOTO BiKY BiH CHOCTEpPIraeThCsl y KOKHOI APYrol JUTHHH,
a y IIKOJIAPIiB y KOXKHOI JIECATOl, IEpEeBaKHO MpH Oe3MepepBHO PELUANBHOMY,
XBHJICTIOIOHOMY Ta IEPBUHHO-XPOHIYHOMY Iepediry 3aXBOPIOBaHHS.

Ypaswcenna cyznobie y xsopux Ha HOJ] xapakrepusyeTbcs pPO3BUTKOM
HEJIECTPYKTUBHUX apTPUTIB, HaiyacTile ApiOHUX Cyrio0iB, 31 mBUAKUM (op-
MYBaHHSIM CYXOKHJIKOBO-M'S30BUX KOHTpakTyp [24]. Jeodirypamis ocraHHIX
crioctepiraerbesi pigko. Haiwactimie 3ycTpiyaroThCsl MiArOCTpUil TMOJIIApTPUT
3 HE3HAYHOI0 CeKCyJAallielo Ta Tpoiidepaliicro, OOMEKEHHIM aKTHBHUX Ta
nacuBHHUX pyxiB. ¥ 25 % BHIaJKiB HEOJHOPA30BI PELMAMBU 3aXBOPIOBAHHS
MPU3BOIWIN 10 GOPMYBaHHS XPOHIYHOTO TOJIIAPTPUTY.

PesynpraTom momiapTpury Moke OyTH YTBOPEHHS CYXOXKHIIKOBO-M'S30BHX
KOHTPAKTYD, Pillle — MiABUBHUXIB y MiX(anaHropux cyriobax. Crifiki Oomrodi
KOHTPAKTypU MOXKYTh CTUMYJIIOBATH TICEBAOATPHT Ta TPU3BOIMTH JIO iHBAJIIU3ALIL.

Ha penrtrenorpamax iHOJi BHSBIISIOTH emi(hi3apHUA OCTEONOPO3 Ta 3BYKEHHS
Cym1000BuX IIUTHH. Epo3uBHI 3MiHK 3BHYaiHO BiACYTHI. JJOCTOBIPHUM CHMIITOMOM
MIEPEHECEHOTO TOJIapTPUTy MOXe OyTH NPUCKOPEHE 03piBaHHS sIEp 3aKOCTe-
HiHHS emni(i3iB ypaKeHHX Cyrio0iB.

Jimgpadenonamin dactime BUSABISIEThCS Y IITEH NOMIKIIBHOTO BiKy. HaOpsk
HaJl MIMAHUMH JTIMGATUYHUMU BY3JIaMH B TOEJIHAHHI 3 HaOpsSKOM OOIAYYs
MOXK€ CHUMYJIIOBAaTH (pJIETMOHY NI, MPU3BECTH JJO MOMMIIKOBOTO J[iarHO3Y, 1HOI
HeroTpiOHOro onepaTUBHOro BTpy4aHHs. [lomiafieHIT HEpiIKO MOETHYEThCS
3 reraTo- i CIuIEHOMETalli€lo.

Iliowrkipua knimkoseuna. T'octpuit 10/] Moxxe cympoBOmXyBaTH HaOpsK
o0ymyys, ry0, mmi, TynyOa Ta KiHIIBOK. IMOBIpHO, BiH 00YMOBIIEHHH TOCTPOIO
(hazor0 3amanabHOTO IMPOIECY 3 TINEePHPOAYKINi€0 OIOTeHHMX aMiHIB Ta MOpY-
MICHHSMH MIKPOLMPKYJISALii. [HOMI TaKWii CTaH CHMYITIOE Ypa)KeHHS HUPOK.

Ypaswcenns cepys Moxyts MaT pi3HHI XapakTep — BiJ] CHHYCOBOI TaXiKap/ii
JI0 TSDKKOT'O MIOKap/IMTY 3 YPKESHHSM IPOBIJHOT CUCTEMH CEpLIsi, MOPYLICHHIMH
puTMYy i 3acTiitHOI cepueBoro HexocratHicTio [31]. HocmimkeHHs KIiHIYHOT
kaptuau KO/ moBeno, o A0 MaToNoTrivHOTO MPOIEeCY MOXKYTh 3ay9aTHUCs BCi
00OJIOHKH CepIls, HalluacTime MioKap/I.

KnixiuHi 03HaKK MiOKapAuTy, IEPUKAPANTY Ta €HIOKAPAUTY MOXYTh OyTH
CTEPTUMH HA TJIi 3HAYHO SICKPABIIIO] KAPTHHH yPa)KEHHS CKEJIETHOT MyCKYyJIaTypH.
Heo6ximgHo maM'satatu, oo 60I0BHI CHHIPOM MOKe OyTH HACIHIAKOM YpakKeHHS
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MDKpeOepHHX M'SI31B, @ HE 03HAKOIO KapAWTy. [HOII JIITH CKapKaTbCsl Ha 3a/IUIIKY,
CepueOuTTs, KOMO4ni O11b y cepli, IO CYNPOBOIKYIOTHCS TaXiKapAi€o, M'IKHUM
IyJTECOM, 3HIDKEHHSAM apTepialbHOTO THUCKY 1 POIIMPEHHSM MEX cepiil. BimsHa-
YalOThCS NPUINIYIIEHHS a00 TIIYXICTh TOHIB, MOPYLICHHS PUTMY, KOPOTKHA
CHCTOJIIYHHH IITyM Y BEPXIiBIIi, III0 JO3BOJISIE TIarHOCTYBATH YPakKeHHSI MioKapaa.

Ha EKI' o3maku au¢y3Horo abo BOTHHIIEBOTO MiOKapIUTY: 3HIDKEHHS
EJICKTPUYHOT aKTUBHOCTI MiOKapJja, 3MiHa KiHIIEBOi YaCTHHHU IIUTyHOYKOBOTO
KOMIUIEKCY, TOPYLIEHHS MPOBIHOCTI 3a MepeICepASIMH Ta HUTYHOUYKAMH.

Ki1iHIYHI CUMIITOMY €HAOKAPIUTY B Psfi BUIAKIB OYBalOTh JOCUTh YITKUMHU:
CUCTOJIYHHMH HIyM, IO AMYXHE y BEPXIBKM 3 MOUIMPEHHSIM Ha OCHOBY CepIlsi
i BenmuKi cynunH, akueHt I rony. [epukapant npu FO/] kiIiHIYHO TaKOXK MOXKE
OyTH 3aByalIbOBaHMH Ypa)KEHHSIM CKEJIETHOI MYCKYJIaTypHu. boiapoBuii cuHApOM
Ta IIyM TEPTs MEepUKapAa PiIKiCHI Ta HeTpuBaii. bibln BUpa3Hi 3MiHA KiHIIEBOT
YaCTHHU HUTyHOUKOBOro kommiekcy Ha EKT'.

Crnig 3a3Ha9NTH, 0 OCHOBHUM Yy PaHHIM TOMIYHIN TiarHOCTHUIN KapAWUTY MPH
O /1 3anmmaetrest koMrieke iHCcTpyMeHTanbpHIX MeToiB: EKI ta exokapaiorpadis.

CeprieBo-iereHeBa HEJIOCTATHICTh 3a3BMYail Oyna HACTIOKOM IO€THAHHUX
ypaxeHp nepudepudHix (y T. 4. JUXAIBHUX) M'S3iB, CEpIs Ta y PSAAlI BUIAIKIB
YCKJIaJHEHHsI ITHEBMOHI€I0. AHaJOri4Ha CTPYKTypa cepueBux 3MmiH npu FOJ]
30epiraeTbest mpoTsirom ocranHix 20 pokiB. TpuBane KaTaMHECTHYHE CIOCTE-
PEeKeHHsI IMOKa3ye, W0 Ha T aJeKBaTHOI KOMIUIEKCHOI TpHBanoi Teparii
CepleBi 3MIHM 3HUKAIOTh ab0 30epiraloThCs y BHIVISII MiHIMaJbHUX IPOSBIB
KapAi0CKJIEpO3y Ta mpojadyBaHHs KiIanaHiB O0e3 perypritaiii.

CyOuHHI nopywienHs BiJI3HAYAIOTHCS MPAKTUYHO Y KOXKHOro xBoporo Ha FO/JI,
MIPOTE MO-Pi3HOMY, IPEACTABICHI KalIIPUTAMH TOJIOHB, CITYaCTUM JIiBEIO 200
iH(apKTaMH HIrTHOBOTO JIOXKA. ['eHepasi3oBaHe ypakeHHs Cy[JHH XapaKTepHe
JUISL JiTell JOMIKUIBHOTO BIiKYy, YacTO CYNPOBOIKYETHCS OOJNEM B YpakKeHHX
30HaX, HEKPO3aMH, BUPA3KOBUMH i THIHHUMH TPOIIECAMH.

Ypasicenna nezenv Moxxe TPOSBIATUCS y BHUIVIAAI TOCTPOTO AWU(PY3HOTO
QJIBBEOJIITY 31 IIBUIAKUM PO3BUTKOM JICTCHEBOI HEJOCTATHOCTI, TMOBEHTHIIAIL T
(ypaxxeHHst M's13iB MikpeOep's, qiapparmu), acmipanii pyu NOPYLIEHHI KOBTaHHS,
PO3BUTKY TiIIOCTATUYHOT, acTipaliiiHol MHeBMOHIi. YpakeHHs JIeTeHb € OCHOB-
HOIO MPUYHHOO JetanbHocTi ipu FOJT [32].

VYpaxeHHsI TUXaIbHUX M'S31B HEPIAKO TMOETHYETHCS 3 ICEBAOOYIHO0ApHUM
CHH/IPOMOM, KOJIH TIOPYITICHHS] KOBTaHHS Ta HaJMipHA CAJIiBallisi MOXKYTh TIPU3BECTH
IO acmipanii, acmipamidHOi Ta TIMOCTATUYHOI IHEBMOHI{, a B ITOOJUHOKUX
BUIIAJIKaxX J10 3yMUHKH IUXaHHS.

TpynHomi mpu BiJXapKyBaHHI MOKDOTHHHS 4Yepe3 HEIOBHOLIHHICTb
KalllJIbOBOTO IOLITOBXY, IOTaHA BEHTHJIALIS JIETEHIB BHACTIJOK cJaOKOCTi
JMXAJIBHAX M'SI31B IPU3BOATH JIO 3aCTOIO, TOJIOBHUM YHHOM Y HIDKHIX BlJUIiNax
JIETeHb, 10 CHPUSE€ PO3BUTKY acmipalifHuX Ta OaHaJIbHUX TiOCTATUYHHX
mHeBMOHiM. HaifgacTime BWHHMKAOTH CyIWHHO-IHTEPCTHUIIaJIbHI ITHEBMOHII
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BHACJIIZIOK YPaXXCHHS CTiHKHU CYIVH JieTeHiB. Di3uKaNbHI MPOSBU MOXYTh OYTH
MiHIMaJFHAMH — HETIOCTiHHI XpHUIH, cTaOKUi Kalleilb, He3HaYHA 33 TUIIKA.

CynuHHO-IHTEpCTHILIANBH] Ypa)keHHS JICTCHIB BU3HAYAIOTHCS SIK ITHEBMOHIT,
nporpecyrounii (iOpo3HMI aTbBEOTIT — BOTHHUIIEBHHA a00 PO3MOBCIOMKEHHHA
3aJIeKHO BiJl CTYIIEHSI ypa’kKeHHs JITEHEBOi TKAaHWHU Ta MikpocyauH. Hepimko
BUHUKAIOTH JECTPYKTUBHO-TIPOTi(hepaTHBHI BACKYIITH, KPOBOBHIIMBH, TeMOparidHi
iHpapkTu. IIpy HbOMY B JIETEHSX BHCIYXOBYIOTH a00 MIrpyrodi XpHIH, IO
KPHIIITYIOTB, a00 3aB35Ti ()OKaIbHI KPUIITYIOYl YK APIOHOMYXHPYACTI XPHUIIH.

Haii6inpm HeGe3neyHuil Nporpecyroduii IHTEPCTULIANBHUN JIETCHEBUH
¢i0bpo3 ax 1m0 audysHoro mnHeBMO(IOpPO3y 3 YTBOPEHHSM ajbBEOJSPHO-
KalJsIpHOTO OJIOKY, IIBHAKMM PO3BHTKOM JIereHeBOi HENOCTaTHOCTI Ta
neranbHUM KiHneM. Lleit BapiaHT 3 jereHeBMMH (yIbMiHAHTHHMH IMPOSIBAMH
BB@)KAETHCSI MPOTHOCTUYHO OCOOJIMBO HECTIPUSTIIHBUM.

Ypaswcenna nupok BUSABIAIOTE HEYACTO, iX MPOSIBH KOJIMBAIOTHCS BiJ MPO-
TeiHypii 1O HEPPOTUYHOTO CHHIPOMY Ta TOCTPOI HHUPKOBOI HEIOCTATHOCTI.
Haifgacrimre criocTepiraeThcss MUHYIIHMI CEYOBHI CHHAPOM: TPOTEIHYis, HEBEIMKA
reMaTypis, MoB'sA3aHi 3 MiABHUIIEHOO CYANHHOIO IPOHMUKHICTIO Ta JINXOMAaHKOIO.
OyHKITIOHATbHI HUPKOBI IPOOH 3aHIIAI0TECS HOpMaTbHUMU. [IpoTe B ocTaHHI
POKH BHSBJISIOTH 1 TSOKKI HUPKOBI 3MiHHM (2K 10 HUPKOBOI HEJOCTATHOCTI) SIK
3araJIbHOI MPUPOJIH, TaK 1 BHACIIOK MiorioOinypii. [Ipu 1boMy iHOII MPOBOISTH
AQHAJIOTIIO 3 MIOPEHAJBHUM YPaXXCHHSIM IPH CHHAPOMI TPUBAJIOTO PO3/ABIIO-
BaHHS (KpalI-CHHAPOM).

Ypaosicennusn opzanie mpaenenns naityactinie NpOSBISETHCS MOPYIICHHIM
MOTOPHKH CTPaBOXOIY 3 O3HaKaMH Jucarii, pie po3BHBAIOTECS mepdopartis
KHUIIEYHHKA, [IUTYHKOBO-KHUIIIKOBI KPOBOTEYi 1 )kupoBwHil rematos [33].

Hitu 3 FO/I Hepinko ckapxkaTbcs Ha OUTb y )KUBOTI HEUITKOI JOKami3amii abo
OONFOUICTh TIPH TaJbIalii >KHBOTA, MOB'S3aHI Oe3MOcepeqHbO 3 YPaKCHHSIM
CITI30BUX O0OJIOHOK IITYHKOBO-KHIIIKOBOTO TPakTy ab0 MIO3HTOM YEePEBHUX M'SI3iB.
Mo>XJIMBI TOPYIIEHHS! MOTOPUKH, pe(IIFOKCH, 3a10p, MOPYIIEHHS CEKpewil cim3y
Ta KUCJIOTONPOAYKIIii, MIKPOLMPKYJIATOPHI po3iaau y Beiit cucremi LIKT.

[Mpu ET'IC BusIBIISIIOTH Cy/IMHHE Ta IMyHHE YIIKOJDKEHHS CIIM30BOT 000JIOHKN
NUTYHKa Y BUTJISIII racTpOIyOICHITY, epo3ii Ta Bupa3ok. Kpim Toro, 6e3nepepBHuUi
NPUHAOM TIIOKOKOPTHKOIAIB Ta HECTEPOiTHMX MPOTH3AMANbHUX IpernapaTiB
MOCHITIOE YPAXKEHHS CIM30BOi OOONOHKH NUTYHKAa, OCOONMBO i aHTPaIbHOTO
Bigainy (y 85 % marieHTiB).

Ypascennsn nepeoeoi cucmemu BigMidaroTh yacTile, NEPEBAXKHO Y BUTIISI
TIOJIIHEBPUTIB, 3pifka — eHIe(aliTiB i3 CyZJOMHUMH CHHIPOMaMH 1 BOTHHILIEBOIO
HEBPOJIOTIYHOIO CUMITOMATHKOIO.

YpaxeHHst BHYTpilHIX opradis npu F0J] BUSIBISIOTH pijlie, HDK P HIINAX
PEBMaTHYHHUX XBOpOOax.

27



Cumnmomamuxa ma nepebie FOI siopisnaromosca 6i0 Odepmamomiosumy
¥ 00pocaux TIAIIEHTIB, 30KpeMa, 3aly4eHHSM JUCTAIBFHUX M'S3iB KiHIIBOK, III0
XapaKTEepHO I AiTell MOJIOAIIOTO BIiKy IPH TSDKKOMY Iepediry XBopoOu; OLTbI
BHCOKOIO YaCTOTOI0 PO3BHUTKY TSKKOTO KaJBIMHO3Y; YaCTHM (OPMyBaHHAM
CTIMKIX CYX0KHIIKOBO-M'SI30BUX KOHTPAKTYP, 3HIKECHHSAM IIITBHOCTI KiCTKOBOI
TKaHWHH, JHIOAUCTPO(dicto; OLNBII YacTHM pPO3BUTKOM IHTEPCTHIIATBHOT
XBOPOOH JIET€Hb; BIICYTHICTIO aCOIiallii 3 HEOMIACTHYHUM mpoliecom [34].

Ockinbku po3sutok FO/] y miteit MoioaIoi BikoBoi rpynu BiiOyBaeThCs Ha
T TepeBakaHHA HecrenudiyHol iMyHHOI BiAmoBinmi, He3pinocTi Oap'epHOI
¢yHKIil miMdaTHYHOT CUCTEMH, CXWJIBHOCTI JI0 TeHepajizauii mpouecy Imij
OUTBINIMM BIUIMBOM I¢HETUYHUX YMHHHKIB, 3aKOHOMIPHO, 1110 Iepedir XBopoou
y JiTeit MOJIOALIOro BiKy MaTuMe CBOi 0COOJIMBOCTI.

Hiarsoctuka HOJ] He € CKIamHOIO A TOCBIMYCHUX JIKapiB IPH IOSBI
TUIIOBOTO BHCHITY, aJIe YacTO 3aTATYETHCS B 3araJIbHOKIIHIYHUX YMOBax 4depes
CBOIO PIZIKICTB Ta CKJIATHICTD 00'€KTUBHOI OLIIHKK M'SI30BOi CJIAOKOCT] Y MaJICHBKIX
niteir. Tomy KO/ moxke OyTH HENpPaBHIBHO NIarHOCTOBAHHWU SIK MOPYIICHHS
pO3BUTKY abo M's30Ba AMCTpOQis, IO YacTO IPU3BOAUTH IO 3aTPUMKH
nikyBaHHs [34].

JiarnocTuyHi kpuTepii

3rigHo 3 «KepiBHUITBOM 3 KJIIHIYHOI MPAKTUKHU IOBEHIJIBHOTO JIEpMaTOMio-
suty 2018», omyGiikoBaHoro Acorianiero AUTSA40i peBmarosorii Smonii ta
SnoncekuM kogemkem pesmarosiorii (Pediatric Rheumatology Association of
Japan and The Japan College of Rheumatology) [34], po3pi3HsitoTh HAacTyMHE.

1. Jlepmamonoziunutl cumnmom.

@) TeNOTPONHUI BUCHIT;

b) o3naku ['orTpoHa;

C) epuTeMa PO3rMHAJLHUX IOBEPXOHb CYTIOOIB JiKTs, KOJliHA Ta iH.%;

d) pesynbraTtu Giorncii WIKIPHU, IO Y3rOMKYIOTHCS 3 Z[epMaTOMiOBI/ITOMb.

2. M'siz06uti cumnmom:

e M'S30Ba CIIAOKICTH MPOKCUMAJIBHUX M'S31B BEPXHIX 200 HUKHIX KiHLIIBOK.

3. Bisyanizayis.

e pe3yibTaTH, IO BKa3ylOTh HAa Mio3WT 3a jomomoroto MPT: Bucoka
inTeHcuBHicTh Ha MPT 3 0OTSDKEHHSIM/NIPUTHIYEHHSAM >KHPOBOI TKaHWHHU T2
Ta HOpMaibHa iHTeHcHBHICTE HAa MPT T1-3Ba)keHOTO CHTHATY.

4. BioximiuHe 00CHIONCEHHSL:

e [I/BUIIECHUI piBeHb B CHPOBATII KPOBI M'I30BUX (h)epMEHTIB (KpeaTHH-
KiHa3u a00 ajbI0JIa3u).

5. Imynonociune obcmedicenns:

® TIO3WTHBHUH pe3ynbTaT Ha MiO3UT-CIIeHU(pivHI ayToaHTI/ITiJIad.
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6. [lamonozoanamomiune 0b6cmediceHHsA.

e [laTonoriyni 3HaXiAKHW, IO BKa3yIOTh HAa MIO3UT IpH Oiorcii M's3iB
(merenepartist M'sI30BUX BOJIOKOH Ta KIIITHHHA 1HQUTBTpAILis).

“ Bupaskosi ypasicenns abo 6MOPUHHA iHpEKYis MONCYMb 3MIHUMU 308HIU-
Hill 8UTIAO BUCUNY.

b Cnocmepizaemubcs cinepkepamos, 8i0KIA0eHHS MENAHIHY, NepUBACKyIAPHA
IHGQbibmpayis niMpoyumis, nOCUICHHs UWKIPHO2O HAOPSIKY, BIOKIAOCHHS MYYUHY |
nomoswenns abo ampoghis wikipu, ane ougpepenyirosamu FO/ 6i0 CUB o0Humu
Jue namonoiuHUMU 3HAXIOKAMU CKIAOHO. Takum yuHoMm, OOUHUYHUL CUMPIOM
He NpUIMAEmvCcs AK 0epMamono2iyHull BUCHOBOK.

¢ M'azoea cnabkicmv eapiloemvcs 6i0 NeKux (Hanpuknao, CHOMUKAHHSL,
YmpyOHenHs npu  Qi3UUHUX HABAHMANCEHHAX) 00 SUPAMCEHUX NOPYULEHb
(Hanpuxnaod, mpyoHoOWwi 8 Momy, wod 6Cmamu 3 NOIONHCEHHs cuoauu abo nepe-
KUHYMUCS 8 TIHCKY).

Y Ha momenm nepeznady yux pexomendayiii moxcna 6yno eumipsamu nuie
anmumina npomu Jo-1, aumu-ARS, anmu-MDAs, anmu-Mi, ma anmu-Tifl-y.

Hiaznocmuyuni gpopmu depmamomiosumy y oimeii

Knacuunuii oseninbhuti depmamomiosum: HasiBHICTb 1 abo Oinblle el1eMEHTIB
JIepMAaTOJIOTIYHUX CHUMOTOMIB BiJ (a) 70 (), M's30BOro cuMnromy ta 2 abo
Oinbuie enemeHTiB Bif (3) 10 (6) miJ yac CroCTepeKeHHSI.

FOseninvnuii cinoamionamuunuii depmamomiosum: HasIBHICTH 1 abo Oiiblie
€JIEMEHTIB KJIACHYHHMX JePMAaTOJIOrIYHMX cUMOTOMIB Bix (a) mo (c) ta 1 abo
OiJIbliIe €JIEMEHTIB Pe3yJIbTAaTIB, 1110 BKa3yOTh Ha Mio3HT (3) 1o (6) Oe3 KiIiHiuYHOT
M's130BOi CITAOKOCTI.

[Oseninvnuti _amionamuynuii depmamomiosum: HasBHICTH 1 abo Oimbre
€JIEMEHTIB KIACHYHUX JEPMATOJOTIYHUX CHMOTOMIB Bin (a) m0 (c) Oe3 Oymb-
SKHUX O3HaK Mio3uty (Bix 2) mo (6).

IOseninvnuii nonimiosum: HasBHICTH 3 a0 Ounbine kpuTepiiB Bix (2) mo (6)
6e3 gepMaTonoriuyHux cumntomis (1).

Bunamxu

Mio3uT, BUKIMKaHMI 1H(EKIisIMHY, HEIHPEKIIHHNA MiO3UT (30KpeMa, €03HHO-
(hinpHMIA MI03UT, ayTo3amaibHe 3aXBOPIOBAHHS 3 BUCHIIOM — CHHApPOM Hakamxo—
Hicimypwu), MequkaMeHTO3Ha MiOTaTisl, MiOTIaTisl yepe3 eHAOKPUHHY aHOMAITII0
ab0 BPO/KEHY aHOMANiI0, M'I30BI CHUMITOMH 4epe3 aHOMAJIiI0 eJIEKTPOIITIB,
M's30Ba JUCTPOdis Ta 1HIII BPOJDKEHI M'SI30B1 3aXBOPIOBAHHS, M'I30Ba CJIa0KICTh
BHACJIIJIOK EHTpaJIbHOI a00 nepudepuyHoi HerponaTii, copias, ek3ema Ta iHIIi
TMIOB'S3aH1 3 IIUM 3aXBOPIOBAHHS 3 IHIIMMHU IPUYMHAMM, TAKUMH SIK aJeprisl.

Ilesni komenmapi 6i0n0GIOHO 00 KepiGHUYMEa 3 KIIHIYHOI NPAKMUKU
108eHIbHO20 depmamomiozumy (JDM) 2018 p. [34].

Slkmio y marieHTta CrocTepiraroThes TakKi CHMITOMH Ta/ab0 yCKIaJHEHHS,
cain posrisHyTd FO/1.
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Hepmamonoeiuni cumnmomu: epuTeMa HaBKOJIO HITTS, €pUTEMa B TIEpEIHIN
YaCTHHI IUI BEPXHBOT YaCTHHY TPyaHOT KIiTkH (V-03HaKa), epUTEMa B TUTAHIT
Bi IUIeYa IO BEPXHHOI YACTHHH CHUHM (O3HAaKa XYyCTKH), BHpa3Ka MIKipH,
cumnromu PeiiHo.

M'az086i cumnmomu: Oinb y M'si3aX 1 617Tb y M'sI3aX, BUKJIIMKAHUH THCKOM.

Jluxanena cucmema: IHTEpCTHIIANbHA ITHEBMOHIS (CyXWH Kamenp Ta
Hanpy)keHa 3a/JIIKa B 3alyIeHUX BHIIaIKaX), CIa0KICTh TUXaJbHUX M'SI3IB Ta
HOCOBUH roJjoc.

LInynxoeo-kuwikosuii mpaxm: nucaris, BUpa3Ka IUTyHKOBO-KHIIKOBOTO
TPAaKTy 1 KpOBOTEYA.

Anomanii enexkmpoxapoioepam (070K, TOIATKOBAa CHCTOJA, 3MIHA CEIMEHTA
ST-T), mionaTist Ta MepUKAPINT.

Heeposugnuii apmpum.

Yacma nosea nuxomanku, HE3LyKaHHS, BTPATH MacH Tijla i CTOMIIIOBaHICTb,
SIKi 1HO/TI MOXYTB CYIPOBOKYBATHCS CHCTEMHUMH HAOPSKaMHU.

Jlunamayis i ymeoperHs nemi abo 8UnaoaHHs KANIIAPHUX CYOUH 8 HI2IMbOBOMY
soxci. i cumnromu He € cnenndivanmu it KO/, ane 3yctpidatoTsces.

Kanvyunos (mkipa, migmkipHa KIIITKOBHHA, M's31/(actlii Ta KicTka/cyriio0).

AHTHCHHTETA3HHH CHHIpPOM

Anmucunmemasnui  cunopom (ACC) € HaWTsDkuuM migTumoMm I3M ta
XapaKTepU3y€eTbCsl HAsBHICTIO aHTHTLI mnpoTH amiHoaumwi-TPHK-cunaTeTa3
(aHTHCUHTETa3H] aHTHTINA) 3 NIMPOKUM CIIEKTPOM KIIIHIYHUX MPOSBIB.

Ha naHuWit MOMEHT OmMCaHO HACTYIHI aHTHUTLIA TIPOTH CHHTETa3w: anmu-Jol
(artu-ricruaun-TPHK-cunTerasa), anmu-PL12 (antu-ananin-rPHK-cunTeTasa),
anmu-PL7 (antu-tpeonin-tPHK-cunterasa), awmu-EJ (amTu-rminmn-TPHK-
cuHTterasa), aumu-KS (antu-acmaparinin-tPHK-cunrerasza), anmu-0OJ (anTH-
izomeiimn-TPHK-cunaTeTaza), anwmu-Ha (antu-tuposwn-tPHK-cunTeTasa) i
anmu-Z0 (antutina no ¢eninananin-TPHK-cunTetasn). BigcyTHicTh aHTUCHHTE-
Ta3HUX aHTUTLI He BUKITtOYae HasBHOCTI ACC, 60 piBHI aHTHTII KOJUBAIOTHCS
3aJICKHO BiJl aKTHBHOCTI 3aXBOPIOBAHHSL.

KrninigyHi TposSiBM aHTHUCHHTETA3HOTO CHHAPOMY BKIIOUYAIOTH CIAa0KiCTh
MIPOKCUMAIIBHUX M'S31B, apTPHUT, «PyKYy MeXaHiKay», TMXOMaHKY, (peHoMeH PeitHo
Ta IHTEPCTHUIlIaJbHE 3aXBOPIOBAHHS JIeTeHb. AHTUCUHTETA3HUN CHHAPOM 3piIKa
3yCTpiva€eThes Yy JiTeH, i 6arato 3HaHb EKCTPATIONIOETHCS 3 IIBOTO 3aXBOPIOBAHHS
Ha gopociux. Cepen AOpOCIUX i3 aHTHCHHTETa3HUM CHHAPOMOM TMAIli€HTH,
[MO3MTHBHI HA aHTUTLNA 10 Jol, yacTilie MarOTh MIO3UT, TOMI SIK 1HIIN HAI[I€HTH,
0co0muBO 3 aHTHTIIaMu 10 PL12, gacrinre MaroTh i301b0BaHE IHTEPCTHUIIATIBHE
3aXBOPIOBAHHSA JICTEHb 1 TOMY MOXYTh CIIOYATKy 3BEPHYTHCS OO JIiKaps-
nynemononora [20].
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ImyHoOmOCepeKOBaAaHA HEKPOTHYHA MionaTis

ImyHoomocepenkoBana HekpoTnyHa mionaris (IOHM) — pinkicHuit 1 Hemro-
JABHO OXapaKTepU30BAHWN MIATHUN iMIOMATHYHUX 3alalbHAX MiOMATIH, KA
BKIIIOYA€ AaHTUTUI-TIO3UTHBHY MIOIATII0O Ha OCHOBI YaCTHHOK pO3Mi3HaBaHHA
curHany (SRP), aHTH-3-TimpoKcH-3-MeTHITITyTapHiI-KOSH3UM A-peryKTa3u
(HMGCR) aHTHTiI-TIO3UTHBHY MIOIATiI0 Ta aHTHTUI-HETAaTHBHY iMyHOOIOCE-
pelKoBaHy HEKPOTHYHY MiOIIATIIO.

XapakTepHoro o3Hakorw M's30Boi Oiomcii mpu IOHM € Hekpo3 M'si30BOro
BOJIOKHA 3 BIZICYTHICTIO a00 MiHIMQJILHOIO HAsIBHICTIO JIM(OIMTAPHOTO iH)IIb-
tpary. it 3 IOHM wmaroTh BupaxkeHy M'I30BY CIaOKICTh 1 TIOMITHO IiJABUILEHI
piBHI M's130BUX (hepMEHTIB y cUpoBaTii KpoBi. [1anieHTH 3 MO3UTUBHUMH aHTH-
timamu 10 SRP MoxyTh MaTu nucdariro, a B piAKICHUX BUIAIKaX — YPaKEHHS
cepisl. Y IesKHX Mali€HTiB TaKOX HasBHI OIKIPHI Ta 1HIII 1T03aM's130Bi IPOSBH,
AKI MOXYTh BKIIOYATH apTpairito abo ¢eHomeH PeiiHo, a TakoX i3071pOBaHE
IHTepCTHIlIAbHE 3aXBOPIOBAaHHSA JieTeHb. Y nitei 3 aHturinmamu no HMGCR
3a3BUYail BHpakeHa CIa0KICTh MPOKCHMAIBHUX M'SI3iB 1 Moke Oyt aTpodis
M'sI31B, KOHTpPAaKTypa Ta apTpairis. Xo4da y JOpPOCINX PO3BUTOK AHTHUTIN
10 HMGCR uyacto moB's3aHuil 31 BILIMBOM CTaTHHIB, IIeil 3B’SI30K BiJICYTHiit
y niteii 3 anturtinamu 10 HMGCR.

VY niteit antu-SRP abo antu-HMGCR Miomnarisi, 1o IposBISETHCS TIOBUIBHO
NPOTPECYIOUOl0 M'SI30BOI0  CJIAOKICTIO, MOXe OyTH NpHiHATa 32 M'S30BY
quctpodiro. SIKIIO € BUCOKHMIT 1HIEKC MiJ03pH MpH Oiorcii M'sI3iB, JOpeUHUM
MOXe OyTH IMyHOTICTOXIMiYHE 200 T€HEeTHYHE TECTyBaHHS.

Herarusnwmii 3a ayroanturiamu taun IOHM 3anumaeTscst IOraHo oxapak-
TepuzoBaHuM [1].

Overlap-cunapom (nmepexpecHuii CHHAPOM)

Hapasi He icHye €IMHOro MiXKHAPOJHO NMPUHHATOrO BH3HAa4YeHHs Overlap-
CHHJIPOMY (TIEPEXPECHOTO CHHAPOMY), OCKUILKH Pi3Hi MATOIOTIUHI CTAHU MOXYTh
MaTH MO/i0OHI KJTiHIuHI 03HaKU. JloCHiKeHHS 100 KpuTepii nmepexpecty FO /1
Ta CKIEpOAEpMIi, SIKH, 3TiHO 3 JesIKMMU 3BiTamH, 3yctpidaerbes y 15-20 %
marienTiB i3 KOJI, 3anponoHyBaio BUKOPHUCTOBYBAaTH HASIBHICTH JIBOX 200 Oinbie
TaKuX KpUTepiiB: peHoMeH PeiHo, CKIIepOIaKTIIIis 1 CKIepOoIepMaTO3Hi 3MIHH
WIKIpH Y JIMNTHHH, sIKi BinnoBinarots kputepism 0T [23].

[epexpecHuii cCHHAPOM OB’ SI3aHUH 13 MIJBUIIEHUM PU3UKOM I103aM SI30BUX
NPOSBIB JIETAJIBHOCTI, 30KpeMa Yepe3 BHUIIMH PU3HK 130JIbOBAHOTO IHTEPCTHIII-
QIPHOTO 3aXBOPIOBAHHS JIEr€Hb MOPIBHSAHO 3 IHIIMMHM minTunamu I13M, mo
HiIKPECITIOE BXIIMBICTh MPABMIILHOT'O JiarHO3y Ta PaHHbOTO JIIKYBaHHS.
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JlaGopaTopHi Ta iHCTPYMeHTANBHI J0CTiTKEeHHS

VYeci nanientn 3 migo3poro Ha FOJ] moBuHHI OyTH OIiHEeHI JTabopaTOPHUMHU
JOCIIHKEHHSIMH, 30CEepEDKYIOUNCh Ha IU(epeHmiiHIN JIarHOCTHII Ta OIiHII
SIK MIO3UTY, TaK 1 IMOIIKOKCHHS €HIOTENII0 CYAWH Ha JOJATOK A0 PYTHHHHUX
reMaToJIOTiYHNX, 6i0XIMIYHIX Ta IMYHOJIOTIYHUX JOCIIKEHb (maobn. 2).

Tabuuus 2
JlaGopaTopHi noc/IiKeHHS P I0BEHITbHOMY /IepMATOMIiO3UTi
Mema JlabopamopHi aHanizu
[HiarHocTuka Ta » AHTWHYKNeapHi aHTuTINa, MIO3UT-CreLmdidHi ayToaHTuTina: aHTu-Jo-1,
AvdepeHLiHa aHTU-ARS, aHTU-MDAs, aHTu-Tif1-y Ta aHTu-Miz aHTuTIng
JiarHocTuKa » Mioaut-acouiitoBaHi aytoaHTutina: aHtn-U1-RNP, anti-Pm-Scl,

anti-SS-A/Ro, aHTn-SS-B/La, aHT-Sm aHTuTina

» CupoBatkoi piHi komnnemeHTy (C3, C4, CHso)

» MatpukcHa meTanonpoTeinasa-3

» CeponoriyHi TeCTu Ha Taki Bipycu, sk Bipyc EnwrtenHa-bappa,
uuTomeranosipyc, renatut B i Bipyc C

» AHanis ceui

» BakTepianbHa kynbTypa
OujHka mionarii KoK, Nar, ACT, AJIT, anbgonasa, a Takox MiornobiH cupoBaTky i cevli
OujHka nowkogxerHs | D-gumep i dakTop oH BinnebpaHaa

eHaoTenito

OuiHKa 3ananeHHs 3aranbHuit aHanis kniTvH kpoBi, C-peakTuBHWIA Binok, LWBMAKICTL OCinaHHs!
€pUTPOLNTIB, iMyHOrNoBYNiHW, CMPOBATKOBUIA (PEPUTUH, HEONTEPUH

OujiHka ycknagHeHb | XonecTepyuH, TpUrmiLepuam Ta rmoko3a Kposi

Jlabopamopui oani

B anauizi nepudepuunoi kposi BusiBsitoTh 30ubienHs [IIOE no 30 mm/ron
y TOCTpHH TIepio/ 3 HOpMalizalliero B peMicii; HeUTpoUIbHUN JEHKOLUTO3, IO
ue nepesuutye 12—13x10%1, a6o HopManbHuit piBeHs neiikonuTis. JlyxKe piako
CIIOCTEPIraroThCsl TEHACHIIS 10 JIeHKOMeHil, MOMipHUI HeWTpo(LIFHII 3CYB 1HOI
X 10 MIeTOnMTIB. BUCOKMI JIEHKOIIMTO3 CUTHANNIZYE MEPEBa’KHO MPO NPHEN-
HaHHS THIHHUX nepudepryHux (MapoHixii, abclecH, HATHOEHHS KaJbIMHATIB
Ta iH.) abo BicuepaidbHUX (IMMHEBMOHIi) yckiagHeHb. [Ipu nepmaromio3uTi
y OPOCIIHX HEPIKO BHABISIOTH CO3UHO(LIIFO.

Sk 1 y mopocnux IMamieHTiB, HEPIIUM Ta CTaHJAPTHUM KPOKOM JliarHOCTHKH
€ JOCT/KEHHS aKTUBHOCTI M'sS30BHX (DepMEHTIB y cHpoBatili KpoBi. Xoda
BHUMIpIOBaHHS (DEPMEHTIB, OTPUMAHHUX IPU HATOJIOTIi M'S3iB, € KOPUCHUM IJIS
JMIarHOCTUKH Ta OLIHKA AaKTUBHOCTI MiO3UTY, pPE3YyNIbTaTH IIOBHHHI OyTH
peTeNbHO iHTepIpeTOBaHi, 0COOINBO y BUMAAKaX 3 AUCHYHKITIEIO neuinkn [35].

Haii0inpmr maToreHeTHYHO 3HAYYMIOI Y MAIarHOCTHIN YpaKeHHS M'S3iB
BBa)XaIOTh (pepMEHTATHBHY aKTHBHICTh, 0COOINBO NMOKa3HUKH OOMiHY M's130BOT
TKaHWHM: MiJBUIICHHS akTUBHOCTI TpaHchepas (AcAT ta AnAT), anpronasm,
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naktataerigporenasu (JIAI'), kpearmHdocdaTkinazu (KDK), xpeatmnypito
(y xBopux 10 7 pokis 10 0,2 T Ha 106y, micis 7 pokis He Gibiie 0,05 r Ha 100Y).
OcTaHHI TIOKa3HUKH BiTOOPaKarOTh MATOJOTII0 M'SA31B Ta aKTHBHICTH IPOLECY
Ta Topsia 3 (pepMEeHTeMi€I0 MOXYTh BUKOPHUCTOBYBATHCS HE TUIBKH UIS Jliar-
HOCTHKH, aje ¥ U1 OMiHKY €()EeKTUBHOCTI JIIKYBaHHS.

Baxxkuit, oco6mmBo xpu3oBuii nepedir KO/l cynmpoBomKyIOTh dyXkKe BHCOKI
mdpu nepepaxoBaHUX (PEPMEHTHHX IMMOKA3HHUKIB, L0 BiOOPAXaroTh po3maj
M's130BOi TKaHWHH, 3 TepeBUILeHHM HopMu y 8-10, inoni B 20 pasiB. Bonu
HEPIIKO HOPMATi3yIOThCS Mi3HIIIE HACTAHHS KJIIHIYHOI PeMicii, a X miIBUINCHHS
IpU HOPMaJbHOMY CaMOIIOYYTTi Ta CTaHi XBOPOTO MOXeE IOIepeDKaTH Mpo
3arocTpeHHs. Y Mipy 3HH)KEHHS aKTUBHOCTI Ta TSDKKOCTI MPOIIECY BiIIOBITHO
JI0 KJIIHIYHOTO MOJIMIIEHHS 3MEHIIYIOThCS Ta IOCTYIOBO HAOJIMKAIOTHCS 10
HOPMH J1a0OpaTOpHi MOPYIICHHS.

3 IHMHUX CHPOBAaTKOBHX IIOKA3HWKIB BiJ3HAYAIOTh JHUCHPOTEIHEMIIO
(3HIWKEeHHs piBHA anbOyMiHIB Ta MiJBUINEHHS TJIOOYIiHIB) Ta HApOCTAIOUy
rinonpoTeiHeMilo, IO KOPEIOE 31 CTyIeHeM 3araibHol nuctpodii. daktop pon
BimneOpanma ta mpomykt perpamamii QiOpmHY BigoOpa)kalOTh AaKTHBAIIO
1 TOIIKO/KEHHS €HIO0TEMalbHUX KIITHH cyauH [38].

CupoBaTKoBi piBHI (pepUTHHY, HEONTEPUHY Ta PO3UMHHOTO IHTEPJIEHKIHY-2
peLenTopa TakoXk KOPENOITh 3 aKTHBHICTIO 3aXBOPIOBAHHS, alle HE € CIIeLH-
¢bigyanmu st KO/,

Bisyanizayivini oocnioscenns

Maenimno-pesonancna momoepaghis (MPT) — MIMPOKO MOCTYIHHIA METOM
JUTSL 3aCTOCYBAHHS y JiTell 3aBIsAku cBoiil HeiHBasuBHOCTI. MPT ycworo Ttinma
3apa3 BBAKAETHCS HAJICYYaCHOIO METOAMKOIO, sIKa JOTIOMAarae BHUSBUTH 3ally-
YeHHs M'SI31B HaBITh Ha CYOKIIIHIYHOMY piBHI.

3ananpHUN HAOPSK M'SI31B Y TIepiof] TOCTPOi (a3u BiIOUBAETHCS MiACHICHHIM
curHainy B T1- i T2-3amexxHnx 300pakeHHsx; T2-3anexHi 300paKeHHS 13 cy-
pecieto xupiB a60 y STIR-3BaxkeHOMY pekuMi XapaKTepHU3YIOThCS HAHBHUIIOFO
YYTJIUBICTIO JUIS BUSIBIICHHSI aKTHBHOT'O 3allalieHHs, X04a Ili O3HaKH HE € Clie-
HU(PIYHAMHE I MIO3HTY.

Ioni6ui 3Haxigkm y ¢acmii Ta MAMKIPHUX TKAHWHAX MOXHA MOOAYHTH
Ha paHHIN (a3i BaXXKOro MiO3UTY, BOHM MOXYTh OyTH IOB'SI3aHi 3 PO3BUTKOM
ninoaucTpodii.

MPT Takox BUKOPUCTOBYETHCS /IS OLIIHKH TIPOTPECyBaHHsI 3aXBOPIOBaHHS,
NPOTHO3YBaHHS TSXKKOCTI Ta BUPILICHHSI JIOKaTi3aLlii IiystHKE Oiorncii M's3iB [36].

TouHi Ta IWUPOKO NMPUIHATI AITOPUTMHU OLIHKH JOIIOMOXXYTh HMOKPaIIUTH
MaiioyTHe BukopuctanHs MPT sk 101aTKOBOTO eJleMeHTa KJIIHIYHOTO CHOCTe-
PEXESHHS Ta MMOJaJIbIle HOTO BUKOPUCTAHHS /Il KJIIHIYHUX BUIIPOOYBaHb.

Yaempaseykose oocniodcenns m'azie Tpu TOCTPOMY IIPOLEC BHABIISIE
30UIBIICHUH PO3Mip, 3HIDKEHY €XOT'€HHICTh 1 MABUIIEHY Mepdy3ifo ypakeHuX
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M's3iB, TOJII SK TPU XPOHIYHOMY MiO3UTI pO3MipH M's3iB 3MEHIIYIOTHCS, €XO-
TeHHICTH 30UIBIIyeThCS, a Tepdy3is 3MEHIIYeThC. YIIBTPa3BYKOBHUI JOMILIE-
PIBCBKUI peXWM 3 TiJBHIICHOI KOHTPACTHICTIO IOJIIIIHMB CIIEIU(IUHICTD
MOpiBHAHO 3 B-pexmMom, ane HOro 4yTIMBICTH i MPOTHOCTHYHA MiHHICTD JUIA
JIarHOCTHUKY 3aJIUIIAIOTHCS HU3bKIMH TOpiBHSIHO 3 MPT.

Penmeenocpadhis (PI) i komn'tomepna momozpagis epyoHoi KiimKku MOXKYTh
JIOIIOMOTI'TH 3 BUSIBJICHHSM IHTEPCTULIANbHUX 3MiH. THUIIOBI 03HAKK BKIIIOYAIOTh
PETUKYJISLINHHY, NiHIIHY HENPO30picTh, MEpUOPOHXOBACKYJISIPHE MOTOBLICHHS,
KiCTO3HI IPOCTOPH 3 NOTOBIIEHUMH CTIHKaMH («CTUIBHUKH») Ta OPOHXOEKTA3H.

KT rpynHOi KIITKM TOBHMHHA OIHIOBATHCS JIKapeM, SKUA Ma€e JOCBiI
po6otu 3 O/, a kiiHIUHE BeICHHS Ma€e TPOBOJIUTUCS PAa30OM i3 IMYJIbEMOHOJIOTOM
y MYJBTUANCIUILTIHAPHUH croCiO.

PI'" xicTok i cyrio6iB MOke BHSBHTH MHOXKHHHI KaNbIWHATH, ITEPEBAXKHO
B MIAMIKIpHIA TKAaHUHI Ta M'3aX, a TAKOXK OCTEOIIOPO3.

Mo crocyetbest Oiomicii M's3iB (eicmoximis/iMyHo2icmoximis, eleKmpoHHO-
MiKpockoniuni), IUIA JOCHIIPKEHHS BUKOPHUCTOBYIOTH Oimeric Opaxiamic abo
MPSIMi CTETHOBI M'SI3W, aje 3pa3Kh MOXYTh OYTH B3ATi 3 IHIIAX 3alyYCHUX y
Tporiec M's13iB.

M's130By 010ICII0 JOLIJIBHO MPOBOAMUTH y I'OCTPOMY 3amajbHOMY Mepiofi
6e3 sBuIL aTpoddil, Oiorcito Ta (iKcallifo TKAHUH MOBHHEH MPOBOIUTH JOCBITUCHUI
nikap. [lepudacuukynspra atpodist, mikpoindapkr crenudivni ast KO/,

Enexmpomioepagpiss (EMI) € xkOprUCHAM 0OCTEKEHHSIM Ui AudepeHiinHol
JIarHOCTHUKH M'SI30BHX 3aXBOPIOBaHb, HABITh y BUIAIKAX BIJICYTHOCTI aHOMAJIbHHX
pe3ynbraTiB Ha MPT. [Ipore ii 3MiHM € Hecneu(iYHIMH, HE TONOMAraroTh Auge-
PEHIIIoBaTH PizHI miadopmMu Mio3uTy, a00 MOXKYTh HaBiTh BHKIHKATH OMIJIKOBY
MiZ03py Ha 3aXBOpPIOBaHHSA MOTOHeHpoHiB. EMI' Moxke OyTH KOPHCHOKO [UIs
PO3pi3HEHHS TOCTPUX 3MiH MIO3HTY 1 CITAOKOCTI BHACHIZOK CTEPOiqHOT MiOMATii.

Ha BigMiny Big I3M y mopocimx, IOBEHUIBHHHA ITOYaTOK JEPMAaTOMIOZUTY
He TIOB'SI3aHAUH 3 paKoM, IPUIOMY JIITEpaTypa CKIAJAETHCS JIUIIE 3 MOOJUHOKUX
TIOBIIOMJICHB TIPO LI BUIIAJKKU. PyTUHHMIA CKpUHIHT paky pu I3M 3 10BeHIIbHIM
MOYATKOM HE PEKOMEHIYEThCS, SKIIO HEMAE IMi03pH Ha OCHOBHHUA pak [37].

XapaKTepMCTmca AKTHBHOCTI I0BEHIJILHOTO llepMaTOMiOZiPlTy

[emiaTpr9HOIO PEBMATOJIOTIYHOI MIXHAPOTHOIO TOCIiAHUIIBKOIO OpraHi-
sariieto (Paediatric Rheumatology International Trials Organisation — PRINTO)
BH3HAYEHO KIiHIYHO HEaKTHUBHE 3axBoproBaHHs O]l sK BiAMOBIAHICTH TPHOM
KPHUTEPISIM 3 HACTYITHUX YOTHPHOX.

1. AkTuBHICTH KpeaTHHKiIHA3U B cupoBaTi KpoBi < 150 MO/

2. OuiHka 3a AUTAYOI0 MIKANOI0 oIiHkH Mio3uty (CMAS, ska 3a 14 mo3u-
LisIMU KIJBKICHO 32 YaCOBHUMH INPOMIXKKAMH YU SKICHO OI[IHIOE MOXKJIHBOCTI
JUTHUHN YTPUMYBAaTH Ta MiJHIMATH KiHLIBKW/TOJIOBY, BUKOHYBATH CaMOCTiIHHO
o0yToBi pyxun) > 48 Oaiis.
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3. Pyunnit m's3oBuit Tect 8 rpyn (MMT-8) > 78 Gamis.

4. Orrinka Jikapem crany xsoporo 0-2 [38].

Benmmke KoropTtHe mochipKeHHS 3 BenmkoOpuTaHii  3ampOIOHYBalo
BKITIOUNTH OIiHKY PGA (TmobanpHa OLiHKA JiKapeM 3arajibHOi aKTHBHOCTI
3aXBOPIOBAHHA) K BAXUIMBUH KPUTEPil, OCKIIBKH IIKIpHI MPOSBU 3aXBOPIO-
BaHHs HenooriHeHi kpurepissmu PRINTO [38, 39].

Bci mamienTH NoBMHHI OyTH OIiHEHI Ha MpeAMET M'S30BOI cia0KoCTi
3a JJOTTOMOT OO BaJIiJIOBAaHUX METOJIB, TAKKX SIK pyunutl m'szoeuti mecm MMT-8
abo oumsua wxana oyinku miozumy (CMAS) [39]. HeranbHime TiOpumHy
MOJIEJIb OLIHKH HaJIaHO Y JIOAaTKaX.

i MeToaMKH — OCHOBA OLTBIIOCTI KIIHIYHMX OIIIHOK CHJIM Ta BUTPHBAJIOCTI
M'si30Boro amapary y mitei 3 FOJI. Cranmaprusaris CMAS miust TOCATHEHHS
52 6anie Oynma po3paxoBaHa Ha 340poBHUX miTei BikoM 4-9 pokiB. IIpote
y 3I0pOBHUX [iTel BikOM 4-5 pOKiB 3a3BHYail HOcCATaeTbes Jume 46 Oais.
A ockinmeku 'y 26,3 % BumankiB HOJl nmiarHocTyeThcs y Bimi 0 4 pokiB,
inTepnpetamnis naHnx CMAS Moxxe OyTH ycKiIaaHEHA, MOJIOII IITH 3a3BUYai
MAalOTh HIKYHM 3araibHui Oalr Ta ix Baxkue ominuth [35, 39].

i MeToan OMIHKK pa3oM i3 Pi3HUMH MOKA3HUKaMH, MOB'SI3aHUMU 3 aKTHB-
HICTIO 3aXBOPIOBaHHS, MIONATIEI0 Ta pe3ylbTaTaMu, PO SKi MOBIIOMISIOTH
MAli€HTH, BKJIIOYEHI /IO OCHOBHHMX 3aXOMIB INOJO MIO3UTY, BCTAHOBJICHHX
MIibKHApO/THOIO TPYIIO0 3 OI[HKK Ta KIHIYHKX Hociimpkens miozuty (IMACS) [40]
Ta OCHOBHOI'O KOMIUIEKCY 3axoiiB 110J0 aktuBHOcTi FOJ], 3ampornonoBaHoro
Mi>KHApOJHOK OpraHi3alicro 3 JOCTiKeHb Y quTsuiit peemaTosorii (PRINTO).

M's30Ba cnadkicTh € KapauHambHOI ocobmmBicTio FOJ], sxa mMoxe Oyth
TNOB's3aHa SIK i3 TPHBAIOUMM 3allajeHHsIM M'S3iB, TaK i 3 3aJMIIKOBHM iX ITOIIKOJ-
skeHHsM. [lominmeHHs ctaHy M'S30BUX 3aXBOPIOBAHb € KIIIOYOBOIO JIETEPMIHAHTOO
MPOTHO3Y 3aXBOPIOBAHHS 1 MPOBITHOIO METOIO BCIX TEPaNeBTHIHNX BTPYUaHb.
OTxe, BUMIPIOBaHHS CHJIM M'A31B € ()YHIaMEHTAILbHAM KOMITOHEHTOM KJTiHI9HOT
ominku aiteid 3 FOJI, i Horo HEOOXiTHO MPOBOAUTH PETYISAPHO U MOHITOPUHTY
nepebiry 3axBOpIOBaHHS 3 IUIMHOM 4acy Ta OI[IHKM e(eKTHBHOCTI cTparerii
JIKyBaHHS.

Kpim Bimomux Mio3uT-crieruiuHIX ayTOaHTHTLN, y Aited 3 O/l BusBneHi
HOB1 6ioMapKepH, acomiioBaHi 3 TSHKKUM IepediroMm, po3BUTKOM iHTEPCTHIL-
IBHOTO YpaXXeHHsl JIereHb, AWTITAILHUMHU BHpa3kamu (iHTepJelkiH-6,18,
(epuTHH, HEONTEpHH Ta TaJeKTHH-3/9), a HOBI mupKymoodi T-KIiTHHHI
miaMHOKUHA CD4+CXCRS5+CCR710PD-1hi ta TIGIT+CD226+CD4 T-kmituHu
MOXYTb MICTHTH HEBH3HAueHi JIO0CI MOTEeHLilHI OioMapkepu aKTHBHOCTI
IOBEHIIBHOTO epmaTomiosuty [41].
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Mudepenuiiina giarnocTuka

Hiaraoctuka FO/] Hepinko yrpyaHeHa y Bunagkax 06e3 XapakTepHUX BUCHITIB
a00 TaKWX THIIOBHX CHMIITOMIB, SIK M'S30Ba CIIa0KiCTh IMPOKCHMAIBHUX M'SA3iB
Ta Oimp y M's3ax. Bmsnauenns MCA, emextpomiorpadis Ta Oiomcis M's3iB
MOXYTb OyTH KOPHCHHMH B TAKHX BHIAJKaX.

Hudepenmifina giarHOCTHKA BKIIOYAE M'S30BY AMCTPOdito, MeTaboIidHy
Miormarito (xBopoou 30epiranns riikoreny 11 1 V tumy, nopymeHHs: KapHITHHO-
BOTO IIMKJIy Ta MITOXOHJpialbHI 3aXBOPIOBAHHA), & TAKOX €HIOKPHHHI 3aXBO-
proBaHHS (TiNo- i1 rinepTUpeos, rino- i rinepKajbLieMilo 1 TioKatieMiro), iHIIi
IMYHOJIOTIYHI 3aXBOproBaHHS (X-3uelieHa araMMariioOyJiHeMis, CHHIPOM
Haxamko—HiciMmypu, 3MilaHe 3aXBOPIOBaHHS CHOJYYHOI TKaHMHH) Ta iH}ek-
it MiO3UT (TP TOTIOMIENITI, TOKCOTIa3MO3i, TPUXIHEb031, IUCTUIIEPKO3i,
eXiHOKOKO031, TYOepKyJIh03i Ta BIpyCHUX iHQEKIIiSX TOIIO).

3 MeTor Iu(EepeHIHHOI TIarHOCTHKH IepMAaTOMIO3UTY, TONIMIO3HUTY Ta
MIOJIIHEBPUTY BUKOPUCTOBYIOTH €IICKTpOMioTpadiro (MIepeBaxHO TOIYacTy), SKa
JI03BOJISIE BUSIBUTH 3HVDKCHHSI aMILTITY I HOTEHIIAIB, IXHIO MIOTCHHY NIPUPOY.

[leBHi TpyQHOIII BUHUKAIOTH TIPH AU(EpeHIIialii JepMaTOMIO3UTY Ta OCOOIHUBO
nojiMiosury (0e3 JepMaTUTy) 3 MiONaTiIMH, TEHETUYHO 00YMOBJIEHUMH M'SI30-
BUMH IHMCTPO(disMH, M's30BOI0 (POPMOIO TIIIKOTEHO3Y Ta IHIIUMH MIO3UTaMH
€HJIOKPUHHOTO, iH(eKUiitHOro, Mapa3uTapHoro Ta TOKCHYHOro rene3y. Ha kopucts
JIlarHO3y JEePMaTOMIO3UTY CBiA4YaTh TeHEpai30BaHEe CHMETPHYHE YPa)KCHHS
MPOKCUMAIbHUX (OChOBHX) M'sI31B, CTA0LIbHA CIA0KICTh MPOTSTOM YChOTO JIHS
(mo3a 3anexHICTIO BiA (HI3UYHOrO HABAHTAXKEHHS), JEPMATUT, CYJMHHI Ta
BiCIlepabHI ypakeHHs, 3MIHH aKTUBHOCTI M'S30BHX (PEPMEHTIB, KpeaTHHYPIs,
a TaKOX IMO3UTHUBHUH JIIKyBaJIbHUH €(EeKT BiJ] 3aCTOCYBaHHS KOPTHKOCTEPOiIiB.
3aB11 HEOOXiTHO BUKIIIOYATH BTOPUHHY IIPUPOLY MIiO3HUTY.

JliarHOCTHYHO BaskIMBOIO 0co0auBicTIO FOJ] € KanpLuHO3 M's131B, 0COOIUBO
y IiTeil TOMIKLUIFHOTO BiKY, 3 HEPIIKIM MpUETHAHHIM 1HEKIi Ta GopMyBaHHM
BaXKuX abcreciB a00 (IerMoH M'SIKIX TKaHWH.

OcCHOBHi NPUHIUIIN Tepamii

Teparis marieHTiB 3 IOBEHUIBHUM JIE€PMaTOMIO3UTOM IPEICTaBIIsE cOO0I0
CKJIaJIHy 3aJauy, sSika BUMarae MyJbTHIHUCUUILTIHAPHOTO MiIXOIy Ta MOBHHHA
MMOYMHATHUCS B CHEIiali30BaHUX IEHTpaxX. Yci mamieHTu 3 mimo3poro Ha FOJ]
TIOBUHHI OyTH HAaNPaBJICH] 10 TUTSIYNX PEBMATOJIOTIB.

JlikyBaHHSI TIPOBOJIMTHCS 3 YpaxyBaHHSIM OCOOJIMBOCTEH KIIIHIYHOTO (peHOTHITY,
HasiBHOCTI MapKepiB HECIPUATIMBOTO Iepediry 3axBOPIOBAHHS, aKTHBHOCTI
MIaTOJIOTYHOTO MPOLECY, BIKY TUTHHH. UMM paHille po3novaTo JIiKyBaHHs, THM
611611 IMOBIPHO, 1110 BOHO Oy/1e e(heKTHBHUM.

[Mepen mowyaTkoM Teparii ci1i NPOBECTH CKPUHIHT HA iH(ekuito. Lle moBuHHO
BKIIIOUaTH Bipyc remaruty B (anturenn HBs, antutina no HBs ta antrTina no HBc),
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Bipyc rematuty C (amtutina o HCV), mikobakTepii TyOepkyIp03y (aHami3 Ha
BUBLIFHEHHS TaMMa-iHTep(epoHy, KBaHTH()EPOHOBUIA TecT), rprook (-D-rmokan),
Bipyc Emmretina—bappa Ta nmuromeranosipyc. BakmuHartist mpotu Kopy, KpacHyxXH
Ta BITPSIHOI BIiCTI MOYKe OYTH TTOKa3aHa HEIMyHHHMM TaIli€HTaM, SKIIO I1e MOKIIHBO.
HemennkaMeHnTo3He JTiIKyBaHHS BKITIOUAE (i3ioTepariio Ta YHUKHEHHS ynbTpadio-
JIETOBOTO BIUIHABY 3a JIOTIOMOTOX0 COHIIe3axucHoTo Kpemy (SPF 30 aGo uime) [34].

Jlnst 3MEHIIIEHHS 3alalIeHHs] PEKOMEHIYEThCSI PAHHS Ta arpecHBHA Tepartis,
OCKUIBKH TpUBajla aKTUBHICTh 3aXBOPIOBaHHS MOB'3aHA 3 MiABUILICHUM PH3UKOM
PO3BUTKY KaJIBIIMHO3Y Ta IHTEPCTUIIaTbHOTO 3aXBOPIOBAHHSI JIET€HIB.

IleBHi mociimkeHHS TOKA3YIOTh, IO BIUIMB COHIIS TOB'SI3aHIH 31 IIKipHIMHA
Ta HewKipHuMH criasiaxamu FO/l. TakuM YMHOM, YHUKHEHHS COHIISI MOXKE CTaTH
YaCTHHOIO CTPATETil YIpaBIIiHHA IIbOTO 3aXBOPIOBAHHSI.

Pekomenartii CynpoBODKYIOTBCS Ty:KKaMH, 110 AeTani3yroTh aetani GRADE
i SoA (cmma pekoMeHaIil, sKicTh MacHuBY OKa3iB, SOA), 3TiTHO 3 HACTAHOBOIO
BputaHchbKOro TOBApUCTBAa PEBMATOJIOTIT 100 BEACHHS AUTAYUX, IMiTI TKOBHX
Ta JOPOCIHX MAIi€HTIB 3 11I0MATHYHOO 3ananbHoIo Mionatiero (2022) [42].

I'moxoxopmukxocmepoiona mepanisi (I'K) 3HauHO 3HM3WMIA CMEPTHICTH Bij
IO Tta 3anumiaeTbcs OCHOBOIO JIKYBaHHS IIbOTO 3aXBOPIOBAHHS, IPHUOMY
3aranpHuil kypc 'K mae TpuBatu He MeHIIe 2 poKiB.

3a3BUUail MPeIHI30JI0H MPU3HAYAIOTh NMEpOpaNbHO B 1031 1—2 Mr/kr/mo0y,
B OCOOJIMBO TOCTPUX Ta BaKKMX BUIIAJKaxX, JIIKyBaHHS MO)Ke OyTH pO3IOYaro
BHYTPIITHROBEHHNM BBEJICHHSM ITyJIbC-BUCOKHX 103 250—1000 r Ha moly (abo
BHYTPILIIHHOBEHHHM BBEICHHIM METHIIIIPEIHI30I0HY, MyJibc-103a 30 Mr/Kr/mo0y)
npotsirom 3-5 auis (1, B, 100 %).

Ciij po3risiiaTd BHYTPILIHBOBEHHE 3aCTOCYBAaHHS METHIIIPEIHIZ0JI0HY,
0CcOOIMBO KOJIK € TMOOOIOBaHHA MIOA0 NITYHKOBO-KHIIKOBOI abcopoOmii. OmHak
e MOXE IPHU3BECTH JO MOCHICHHS TEPaNeBTUYHOrO e(QeKTy Ta MEHIIOT
TOKCHYHOCTI MOPIBHSHO 3 MEPOPALHUM TIIIOKOKOPTHKOIOM (2, B, 96 %).

[MokazaHHssMH 1O TIpoBeieHHs nynbc-tTepamnii npu FOJIM e 30inbuieHHs
BUpPA3HOCTI AucQarii, po3BUTOK AIbBEOIITY, HEMOXJIUBICTh YCYHEHHS Mioma-
TUYHOI KpU3u cTaHAapTHUMH no3amu ['K.

[Mamientn 3 gucdariero, 3aIUMIKOI0, BHPA3KOK MIKIpH, TCHEPaTi30BaHUM
HaOpsAKOM a00 IITYHKOBO-KHIIKOBHMH KPOBOTEYAMH KIACH(IKYIOThCS SIK BaXKi
abo GmuckaBuuHi Bunaaku [43].

I'K cnin npoJoBxyBaTy BIPOJOBK MPUOIN3HO 4—12 THK, 3HIDKEHHST MOYKHA
PO3IIISIHYTH, SIK TUIBKHM OYEBU/IHE KIIIHIYHE MOJIIIICHHS MOXKe OyTH 3aJJOKyMEH-
TOBAHO 32 OIIIHKOIO CHJIM M'A3iB ab0 Cy0'eKTHBHHME/O0'€KTHBHUMH IIKAJAMH
OLIIHKM. 3MEHIYBaTH 103y MOTPiOHO MOBUIEHO Mo 10 Mr koxHi 1 abo 2 Tk
1o mocsirieHHst 20 Mr/mo0y. Tlonmanpiie 3HWKEHHS MOTPIOHO POOUTH KpOKaMHU
no 2,5-5,0 mr koxHi 1 abo 2 Tk 3alexHO Bin mepediry 3axBOPIOBAHHS.
[ligTpumyroua 103a ~5 Mr MpeaHi30JI0Hy Ha J00Y 9acTO HeoOXiqHa, IPHHANM-
Hi JU1s TPOMI>KHOT pa3n abo HaBiTh JOBFOCTPOKOBOI.
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[MoTreHuiitHi JOBrocTpokoBi MoOiuHi epeKTH CTEpOIAiB BKIOYAIOTH OCTEO-
MIOPO3, aCENITHYHI HEKPO3H KICTOK, 3aTPHUMKY POCTY, aTpoQiro IIKIpH, IIyKPOBHA
niaber, 301bIIEHHS MacH Tijla Ta MiIBUIICHUH pU3WK iH(EKmii. Yci mamienTy,
SKI OTPUMYIOTh TPHUBAJIE CTEPOiqHE JIKyBaHHS (IPOTATOM IEKIJIBKOX POKIB),
MTOBMHHI OTPHMYBAaTH KalbIliii Ta BitamiH D. PexoMeHIyeThCS 3aCTOCOBYBATH
3aXHCT IUTYHKa OJiokaTtopamu Hp-perienTopiB Ta iHriGiTopaMu IMpOTOHHOT MOMITH.

[NoxazaHHAMH 10 MpPHU3HAYEHHS 3ac00iB 0a3MCcHOI XBOpOoOO-MOAH(DIKYyI0UOT
tepanii y aitedt 3 FOJ1 € HasgsBHICTh MapKepiB HECHIPUSATIMBOTO MPOTHO3Y, HENO-
cTaTtHA e(heKTUBHICTE a00 HeMoknmuBicTh miaBumieHHs no3u ['K. KomOGiHamiro
BHCOKHX /103 TJIFOKOKOPTUKOIIY Ta METOTpEKCcaTy CJIiJl 3aCTOCOBYBATH SIK TEPAITi0
nepioi JiHii B 6ineimocti Bunmaakis (1, B, 100 %).

11i pekomeHmaIlii CBIiYATh, IO OJABAHHSI METOTPEKcaTy abo IMKIOCTIOPUHY A
1o tepamii 'K mpu3BoauTh 10 KpaImoro KOHTPOIIO 3aXBOPIOBAHHS, HIXX MOHO-
tepanis ['K, a kpamuii npodine Oe3nexu crpusic BUOOpY KomOiHamii Mero-
Tpekcary i npeanizonony (1, B, 100 %).

IMyHOIETIpECaHTH BKIIIOYAIOTh METOTPEKCAT, a3aTiONPHH ab0 MIKO(GECHOIATY
Modetmn. KokpaHiBChbKHI aHaIi3 MOPIBHAB YCi HAasBHI KITiHIYHI JOCIIIKECHHS
3 MU Ta IHIIMMH areHTaMU [IPY MIO3UTI 1 He 3MIr BUSBUTH Oy/1b-sKO1 3HAUHOT
€(EKTHBHOCTI.

3riIHO 3 OCTaHHIMU PEKOMEHJIALISMH, 3aCTOCYBaHHS MemompeKcamy Ciin
nounHaty 3 nosu 10-20 MI/M? Ha THKICHD (MakcHManbHA 7032 HE Mae€ Tepe-
BuiyBat 40 MI' Ha THXKACHB), @ HACTYIHOTo qHA — 5—10 Mr ¢oieBoi KUCTOTH.
Bapro 3ayBakuTH, 110 TpH J1aHii MaToJIOTii JITAM IPOTHIIOKa3aHE BHYTPIIIHHO-
M's130B€ BBEJICHHSI METOTpPEKcaTy, OakaHo B 1e0IOTI XBOPOOH NMpHU3HAYATH HOTO
miamkipso (4 D, 100 %).

IMpu noTpyMaHHI TEXHIKM BBEICHHS KalbLMHATH B MICILSX BBEACHHS
He (POPMYIOTECS, TTPOTE €PEKTUBHICT MpEnapaTy Ta TEMIIN PO3BHUTKY e(eKTy
ICTOTHO BUIIi MOPIBHSHO 3 NEPOPATBLHUM IIPUHOMOM METOTpPEKCaTy 4Yepe3 BUCOKY
YacTOTY ypakeHHs opraHiB TpasieHHA npu OJI, 1m0 3yMOBIIOE 3HMKCHHS
010/10CTYITHOCTI NpemnapaTiB, sIKi 3aCTOCOBYIOTBCSI IEPOPAIIBHO.

Bubip mepBUHHOTO iIMYHOACTIPECAHTA 3aJI€KHUTh BiJl CYITyTHIX JIKIB, CyITyTHIX
3aXBOPIOBaHb 1 0COOMCTOrO JIOCBily poOOTH 3 mpenapaToM 3 OOKy Jikaps. Skio
y MaIjieHTa BiJIMIYCHO HEaJNCKBAaTHY BIANOBiAb Ha Tepamiro, iHTEHCH(iKaIis
JKyBaHHA 31 BKIIFOYCHHSAM XBOPOOO-MOAN(IKYIOUHX MPOTUPEBMATHIHHX TIpe-
IapariB MMOBHHHA TIPOBOJUTHCS NPOTATOM TIepux 12 TIX Bif AeGI0TY XBOpoOH
micis KoHCy bTalii 3 ekcrepTHUM ieHTpoM (4 D, 100 %).

Binmina meToTpekcaTy abo iMyHOCYIIPECHBHUX MPEMapaTiB PO3TIIAA€ThCSI
y Nali€eHTiB, SKi nepedyBany Ha eTari HecTepoiqHoi peMicii He MeHmIe 1 poKy.

VY mnami€eHTiB, sIKi HE MEPEHOCATh METOTpPEKCaT, WOTO 3aMiHIOIOTH iHIIUM
0a3MCHUM TIpenapaTroM — LUKJIOCHOPHHOM A abo MikodeHonaTy Moderniom
(3C, 100 %). MikodeHonaty MOQETHI CIijl PO3TISAATH K BapiaHT JTIKyBaHHSI
JUTs OJTITIIICHHS IIKIPHUX 1 M's130BUX 3axBoproBaHb (2C, 100 %).
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Mixogenonamy mogemun peKOMEHYIOTh IPU3HAYATH KOXHI 12 rox y 1o3i
20 mr/kr MacH Tina (MakcuMalibHa J1000Ba J103a He Mae nepesuiyBatu 1000 mr),
MPOTE HE iCHY€e TOYHUX JaHWX, y Koro 3 xBopux Ha IO/] BiH MaTiMe nepeBary.

Xouya Le He € 3arajlbHOBMU3HAHUM, IPH3HAYEHHs IpenapariB BiTamiHy Ds;
MOKe 3HM3UTH eeKTHBHICTh MikopeHomaty Modetruty npu KO/I, mo € npuBogom
JUISL 3aHETIOKOEHHS, OCKUIbKM TMiATPUMKa piBHA Bitaminy D3 B opranizmi
xBopux Ha FO/] € KpUTHIHO BAXKIUBOIO.

30UIbIICHHST 103M IMYHOJICTIPECAHTIB CJiJl MPOBOJUTH 3 JBOTHKHEBUMHU
iHTepBaJIaMH 3 PETYJIPHIM KOHTPOJIEM YCiX BIATIOBITHHX HapaMmeTpiB KpOBi,
I1I0 BKITFOYAE 3aralbHUK aHaJIi3 KPOBI, EYiHKOBI Ta HUPKOBI (DyHKIIOHATIEHI IPOOH.

CucTeMHi IMyHOCYTIpECHBHI TpemapaTH CIiJ PO3TIAOaTH UL JTiKyBaHHS
MOTOYHOI aKTUBHOCTI IIKIPHUX 3aXBOPIOBAaHb, BKIIIOYAIOUN 3HIDKEHY LIUIbHICTh
karinsipi HirTis (2C, 100 %).

Huknocnopun A € 3acobom mpyroi minii npu FOJ] i npusHavaeThes JUIIS
TOIi, KOJNM IHII TIpemapaTH HE Nald Pe3ybTaTiB, OCOOIMBO IMPH CTIHKOMY
mKipaomy cuagpomi. Luxiocnopun (abo #oro moaudikoBaHuii mpenapaT
TaKpoNiMyc) € e)eKTHUBHUM IMyHOJETIPECAHTOM, SIKMH MOXKHAa BUKOPHCTOBYBATH
a0o sik 3aMiHy, a00 B KOMOiHaii 3 IHIIMMH IMYHOCYNIPECUBHUMH TIpenapaTaMu.

[Ipenapatu BHYTpIIIHROBEHHUX IMYHOTTIOOYIIHIB MOXXYTh OYTH KOPHCHUMH
y BUIIaJKaX TSDKKOTO Ta/abo PE3MCTEHTHOTO 3aXBOPIOBAHHS, OCOOJIMBO KOJIU
npoBigHUM € ypaxenHs tmkipu (1B, 100 %).

Buympiwnvosenni imynoznobyninu peKOMEHIY€EThCSI BBOOUTH 1O 1-2 r/kr
Mmacu Tina momicsius [44]. Ha cporosHi B CBiTI BUKOPHCTOBYIOTH (OPMHU ISt
MIAIIKIPHOTO BBEICHHS /11 MOXKJIMBOCTI MIABUIIICHHS 103, ajic B YKpalHi BOHH,
Ha ’aJb, IIe He JOCTYIIHI.

Xoua paHJOMi30BaHE KOHTPOJIbHE JOCHI/PKEHHS HE I0Ka3aj0 KOPOTKO-
CTPOKOBOI e(heKTUBHOCTI pUTyKcHMaly, 83 % mamieHTiB, SKi HOro OTpUMyBaH,
BIAMOBIJaNM MOJIMIICHHSM CTaHy. TakuM YWHOM, PUTYKCHMMalO 3HIKYE
aKTMBHICTH 3aXBOPIOBAHHS, I03BOJIIOUM 3MeHmmMTH n03y [K, #oro cimin
posrisiiaTy B peppakTepHUX BHIIAIKAX.

Pumyxcumab (npomunyxaunnuil 3aci6 i3 epynu MOHOKIOHANbHUX AHMUMIT)
CIIiI pO3MIAAATH SIK BapiaHT JiKyBaHHS pedpakTepHOro MiO3uTy, BiH MOXe
Oytu ocobmuBo epexruBHuM (2A, 100 %) mpu FOBEHIIBHOMY TOYAaTKy 3aXBO-
PIOBaHHS, y TAILI€HTIB 3 MO3UTHBHUM NpodiieM Mio3uT-crernudigHux ayTo-
AHTHUTLJI, Y TMAIIEHTIB 3 MEHIIIOIO TSHKKICTIO ypaxkeHb. [likpeciieHo, 1Mo Jocsr-
HEHHS pe3yJIbTaTiB Micis HOro BBEACHHS JOLIIBHO O4iKyBaTH 10 26 Tk [45].

Konmpons kanvyunosy

Kanprimao3 cnoctepiraetsest y 30—70 % mamientis 3 FOJ] Ta mos's3anuit
3 TPUBAJIOI0 AKTHBHICTIO 3aXBOPIOBAHHS 4Yepe3 3aTPUMKY JIarHOCTHUKH abo
MOYaTKOM JIIKyBaHHsI, YpaKeHHAM ceplist Ta HasiBHICTIO aHTH-NXP, ayToanTunTii.
Kanprmuo3 3a3BMuail po3BHMBaeThes depe3 | pik 1 Oinpmie micias MOYaTKy
3aXBOPIOBaHHS, IEPEBAXKHO B KiHI[IBKAX.
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Xoua 3BITH IIPO BUIIAJKH JIIKYBaHHS KJIBIMHO3Y CBiYaTh Mpo e(eKTUBHICTh
JIUITIa3eMy, TIIPOKCHIY AaTIOMIHIIO, TaligoMiny, NpoOeHenuay, iH'eKiii
KOpTHKOCTEpoiniB, Oichocdonaris, iHbIiKCHMaly Ta abaTanenty, OCTaTOYHOTO
JIKYBaHHS Ba)KKOTO KaJBILHO3Y HE iCHYye. Y JIIKYBaHHI KaJIbLIMHO3Y HaWOLIbIITY
JI0Ka30By 0a3y CBOTOIHI Ma€ 3aCTOCYBaHHS iHTiIOITOpiB ocTeobmacTiB [46].
XipypriuHe JiKyBaHHSI 4acTo HEOOXiJHE, ajle He MOBHHHO MPOBOAMUTHCS, KON
3aXBOPIOBAHHS aKTHBHE.

OBeHibHMI 1epMaTOMiO3HT — 1€ 3aXBOPIOBAHHS, K€ Ma€ BU3HAYEHY POJIb
inTepdpepony tuny I B cBoemy maroreHesi. ToMy CBHOTOAHI TPOBOIATHCS
JOCITI/KeHHS] BU3HAUCHHSI €()EKTUBHOCTI iHTI0ITOPIB SIHyC-KiHa3, sIKi OJIOKYIOTh
BHpOONeHHS iHTepdepoHiB TUmy I, ame moka3m Hapasi oOMexeHi cepiero
BUMAAKIB abo 3BiTamu mpo Bumaaku [47, 48]. Hapasi e moBigoMieHHs, 1o
O0apuuuUTHHIO YCIIIIHO 3aCTOCOBAaHMUH MPH JIIKYBaHHI KiTbKoX miteit i3 FO/I.

[nmni Oiompenaparu, Taki sk Oa3wilikcuMad (MOHOKJIOHAJIBHE AaHTHTLIO,
cIpsiMOBaHE Ha o-cyOoauHHMI0 pereniropa 1L-2), anpeminact (iHriditop docdo-
niectepaszu 4), reBokizymad (rymaHizoBaHe MOHOKIOHanbHe aHTuTiO 1gG 2
mpotu IL-1B), anakiapa (6moxarop IL-1), amemrty3symab (taprer CD52) ta
eKy/1i3ymMal (aHTUTEPMIiHAJIBHUNH KOMIIOHEHT KOMILUIEMEHTY) OO0iUsioTh OyTH
e(heKTUBHIMH NIPH ISPMATOMIO3HTI y JOPOCIHUX, aJie iX Ie He BAKOPUCTOBYBAIN
npu FO/]. Kpim Toro, y Tepanii FO/] mmpoko BUKOPHCTOBYIOTH 3aCO0U CUMIITO-
MaTHYHOI Tepamii A JIKyBaHHS OCTEONOPO3y, pPelapaHTHi, KapAioTpodidHi
npenapary, BiTaMiHOTeparito, npenapaTid rOpMoHy pocTy Tomo. dakropu, Mo
HETaTUBHO BIUIMBAIOTh Ha SKICTh JKUTTA MiTeH, TMOB'SA3aHi 31 3IOpOB'SIM,
BKJIFOUYAIOTh Ok, M'SI30BY CJIa0OKIiCTh, OTaHUI COH, KOTPI HEOOXIHO JIIKyBaTH
nayexxauM yraoM (1C, 95 %).

[nauBigyaneHO miniOpani ¢i3wyHi BopaBu Ta/abo pealiiiTaliisi MOBHHHI
320X04YYBAaTHUCS y BCIX Jialla30HaX aKTUBHOCTI 3aXBOPIOBAHHS 3 METOO ITOKpa-
HIEHHs ICHXO0JIoriuHOro Garomonyuus (1B, 96 %).

IIporxos Ta crocrepeskeHHs

BpaxoByroun HUHIITHI MOXITUBOCTI JialHOCTHKH Ta JIIKyBaHHA, Tporao3 FO/]
CYTTEBO MOKpANIMBCS. baraTolieHTpOBe AOCIIHKEHHS MOBIIOMIISIE PO PiBSHb
cmeptHocTi 3,1 %, dyHKuioHansHI opymeHHs — 6,5 %: 40 % nauienTiB Manu
MoOHOGa3HIA Tepedir, Toai gK moiida3Huil mepedir cmocrtepiraBcs y 60 %.
BinbricTs mamieHTiB gocsATaroTh O0e3MennkaMeHTo3Hoi pemicii. OCHOBHI Hac-
ninku KO/ BKimtodaroTh arpodiro M's3iB, sSIKa 4acTO CYHNPOBOJIKYE KOHTPAKTYPY
Cyr7100iB, MAMIKIPHAI KAIBIIMHO3 Ta TOB'A3aHi 3 MM (PYHKI[IOHATIBHI OPYIIIEHHS.

KirouoBnm HeBupimenum 3aBpaHHsM npu Ol € BigcyTHicTh dYiTKOT
MOJKJIMBOCTI TIPOTHO3YBaTH Iepedir 3aXBOPIOBAHHS, 00 MaTH Opi€HTYBaHHS
Ha OIbII Ba)XKKMX MALli€HTIB, K MOTPEOYIOTh OibII IHTEHCHBHOTO JIIKYBaHHS,
Ta 3BEICHHA IO MIHIMyMy JiKyBaHHS XBOPHX 13 JIeTIIMM Iepebirom, mob
YHUKHYTH MOIIKO/DKSHHS Yepe3 HeCIpHATIuBI Hacuiaku nikiB [49]. Kpim Toro,
moTpiOHI UiTKI MIXOAM MO JKyBaHHS PE3UCTCHTHUX (OPM 3aXBOPIOBAHHSA,
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a TaKOX TaKHMX YCKJIAIHEHb, SIK KaJbLMHO3 Ta IHTEPCTHLIAIbHE 3aXBOPIOBAHHS
nereHb. HioaHcn mnaroreHe3y B IOJQNBIIOMY JOINOMOXYTh Yy BH3HAuYeHHI
KOHKPETHHUX TepPareBTHYHUX pimeHs [50].

JlucriaHcepHe CIIOCTEPEKESHHS 3a IALliEHTOM NIPOBOJHUTHCS B YMOBAaX IIOJIi-
KJIiHIKH, BPaXOBYIOUM KOHTPOJIb 32 JIIKyBaJbHUMH CTalliOHAPHUMHU 3aXO0JIaMH.
VY pasi HeoOXiTHOCTI MPOBOAMTHCS TIAHOBA TOCHITANI3AIIS AT KOPEKIT JIiKy-
BaHH:. OTIJI AUTSYUM PEBMATOJIOrOM MOBUHEH 3/1iHCHIOBATHCS pa3 Ha 2-3 Mic
3 BUBUYCHHSIM KIIiHIKH, TIOKa3HUKIB 3aajJbHOI aKTUBHOCTI KpoBi. utuny 3 FOJ]
HE 3HIMAalOTh 3 IUCIIAHCEPHOTO OOJIKY.

TecToBi 3aIMTAHHS
(BKaXiTh €MUHY PABIWIHHY BiTIOBIIbH)

1. V sxomy poui amepukaHchkuMu BaeHUMEH Anthony Bohan ta James B. Peter
Oynu omyOJiKOBaHI OAHI 3 MEPIIMX TIaTHOCTUYHHUX KPUTEPIiB iMiOMaTHIHIX
3anagbHAX Mionatii?

A. 1975. B. 1956. C. 2001. D. 2012.
2. TlomupeHiCTh IOBEHITBHOTO IEPMATOMIO3UTY CKIIAJIAE:

A. 20-25 na 100 muc. oumsuoeo nacenenms.

B. 4-6 na 100 muc. oumsauoco nacenenns.

C. 10-15 na 100 muc. oumsyoeo HacereHHs.

D. 30—40 na 100 muc. oumsauozo nacenenns.
3. TonoBHa 0COOMUBICTH IEPMATOMIO3HTY:

A. Ypaoicenna m'asia. D. Vpaoswcenus nupox.

B. Vpaowcenna nepsosoi cucmemu. E. Ypaowcenna cnuzosux ob6ononox.

C. Vpaoicenns cepyeso-cyounnoi cucmemu.
4. JIns nepMaToOMIO3HTy HE XapaKTepHI CHMIITOMU:

A. Jlinosa epumema naskpyeu oueti. D. [oiikinodepmis.

B. M's306i ypasicenns. E. Panmoge ypasicenns nupox.

C. Hanynu I'ommpona.
5. Slki ayToaHTHUTINA HE BIZHOCATHCS 10 Mio3uT-cnenndiuanx antutin (MCA)
NP IOBEHUIBHOMY JIepMaToMio3uTy?

A. Aumu-Mi,. C. Aumu-Tifl-y. E. Anmu-MDADb.

B. Anmu- PM-Scl. D. Anmu-NXP,.
6. Miozut-crienuiyHi ayTOaHTHTLIa MAlOTh CBOIO CEPONO3UTUBHICTh Y JiTeH
i3 1IepMaToMio3uTOM. SIKOMy ayTOaHTHTUTY 3 Li€l rpyny HAJICKUTH NPOBiJHA
POJIb 3TiTHO 3 piBHEM HASBHOCTI NP IOBEHIJILHOMY JI€pMaTOMiO3HTI?

A. Anmu-Mis. C. Anmu-NXP,. E. Anmu-PM-Scl.

B. Aumu-Tifl-y. D. Aumu-MDAg.
7. IlypmypHO-uepBOHa epuTEMa 3 HAOPSKOM BEPXHIX MOBIK y GopMi OKYIIIpiB,
3 JIJIOBHM 3a0apBiieHHsM, criocTepiraetbest y 30—60 % martieHTiB 3 IOBCHIIBHUM
JIEpMaTOMiO3UTOM. SIK Ha3MBAEThCS LIeH BUCUTI?
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A. Miepyouuii. C. Byznysamuii. E. Cmiuxuu.

B. I'eniomponnuii. D. Mummesuii.
8. [epmaTomio3uT y niTeil Mae MEBHI KIIiHIYHI BUOW. SIKWA HE BiTHOCHUTHCA
1o 1iei rpymm?

A. Kracuunuil 108eHinbHUl 0epmMamomiosum.
. FOgeninvHuli cinoamionamuynull 0epmamomiosum.
FOseninvruil nekpomu3zyrouuil depmamomiozum.
FOseninvruii amionamuynuii depmamomiosum.

E. [Ogeninvnuti nonimiosum.
9. Ilpemaparamu BHOOpPY MEIMKaMEHTO3HOI Teparii FOBEHLIBHOTO JepMaTo-
MIO3UTY 3aJIHIIAI0THCS:

A. Huxnocnopun A. D. Takponrimyc.

B. Bucoxi 0o3u entokokopmuxocmepoiois. E. liopoxcuxnopoxin.

C. Memompexcam.
10. fxiit mpemapaT iMyHOOIONOTIYHOI Tepamii 3aCTOCOBYETBCS Y BHIAIKaX
IOBEHITPHOTO JIEPMAaTOMIiO3UTY, KOJMH MamieHTH pedpaktepHi o Tepamii 'K,
OUTOCTATHIHUME 3ac00aMU Ta BHYTPIITHPOBEHHAMH IMYHOTIIOOyTiHAMH?

A. Aoanimymab6. C. Emanepyenm. E. Pumyxcumab.

B. I'onimymab. D. Ingnixcumad.
11. V niumHm 17 poKiB 3aXBOPIOBaHHS PO3IOYANOCS PANTOBO 3 ITiJABUIICHHS
temnepatypu 10 39 °C, mosiBM Ha IIKipH 0OJIHMYYs, YOJIi, HABKOJO OYeH, IImi
1 IepeiHbOi TOBEpXHI I'PyJHOT KIITKM BUCHIY TEMHO-0Y3KOBOI'O KOJBOPY.
CkerneTHi M's31 B'sUIi, NaNbIaTOpHO OOJIOYI, cUila 3HIWXKEHa. Bigmivae ytpyn-
HEHHS B KOBTaHHI. B aHamizax pi3KOMO3UTHBHI TOCTPO(a30Bi MOKA3HUKH.
IIOE - 39 mu/rox, epurpormtu — 2,9 x 1012/.1'[, Hb — 72 r/n. Ans Bepudikarmii
niarHo3y 3 PepMEHTIB HalBasKJIMBIIC 3HAYCHHS Oy/Ie MaTH BU3HAUCHHS:

A. Tpancgpepuny. D. Kpeamungocgoxinasu.

B. Tpancaminaszu. E. Jlyacnoi pocpamasu.
12. Tlpu sKUX MATONOTIYHUX CTaHAX CIIOCTEPIraeThCs MIABHIICHHS PIiBHI
kpeatrHpochokiHazu?

A. Ilpu peemamuunini ruxomanyi. D. Ilpu cinepmupeosi.

B. Ilpu epoooicenux sadax cepys. E. Ilpu 3axeoprosanni m'sa3060i cucmemu.
13. VpaxkeHHsI OpraHiB TpaBJICHHS IIPU IOBEHIILHOMY JIEPMATOMIO3UTI HalyacTiIe
TPOSIBIISIFOTHCSL:

A. Topywennsam Momopuxu cmpagoxoody 3 03HaKamu ouc@acii.

B. Ilepgpopayiero kuueunuxa.

C. LLnynko80o-KUmKo8UMU KpOBOMeEUdaMU.

D. JKuposum cenamoszom.
14. Slxa aKTHBHICTh KpPEaTHHKIHA3M B CHPOBATII KPOBI BiIIOBiJa€ KIiHIYHO
HEaKTUBHOMY 3aXBOPIOBAHHIO Ha IOBEHUIbHUI JepMaTOMiO3UT?

A. <150 MO/n. B. <100 MO/a. C. <200 MO/a.

B
C
D
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15. Haiibinpm XapakTepHHH IpH IOBEHUIBHOMY AE€PMATOMIO3HUTI CHMIITOM
ypakeHHS M 's31B:
A. Cumempuuna m'a306a crabkicmes OUCMATLHUX M'A3I8 8ePXHIX AO0 HUNCHIX
KIHYIBOK.
B. Cumempuuna m'sazoea crabxicmv NpOKCUMATLHUX M'A3i6 6epXHIX abO
HUJCHIX KIHYIBOK.
C. Acumempiuna m'sa308a crabKicms OUCTNALHUX M'S316 BEPXHIX AO0 HUNCHIX
KIHYIBOK.
D. Acumempuuna m'sz06a crabricms NPOKCUMANbHUX M'SI3I18 6ePXHIX a00
HUDIICHIX KIHYIBOK.

ETtanonu BignoBizei

1 2 3 4 5 6 7 8 9 10 [ 11 |12 |13 |14 | 15
A |B |4 |E |B |B |B |C |B |E |C |D |4 |4 |B
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3. Validation of 2017 classification criteria for adult and juvenile idiopathic
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