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«CucmemHa cKiepodepmis —30200Ka HAWO20 MOKOAIHHA, OpamMamu4Ha i HecrnodieaHa npu rnossi,
YHIKQAbHA | MICMUYHA 8 C80IX KAIHIYHUX NPOABAX, MPo2pecyroYad, AKA Harnoae2a1u80 YUuHUMso onip
MIKYy8AHHIO Ma npu3eooums 00 8id4aro i nayieHmis, i nikapis...»

CucTemMHa ckiepogepmis y aiteit (HoBeHinbHa cuc-
TEMHa CKNepoaepMin) € CKNaZHUM A5 AiarHOCTMKM Ta
NiKyBaHHA 3aXBOPIOBaHHAM. Moro nolmpenicTb ocTaH-
HiM Yacom 36inblIYETbCA, @ KNiHIYHI Ae6loTM Ta NposABK
3 HAaKOMUYEHHAM 3HaHb NPeACTaB/EHi e PiSHOMAHITHI-
OO ManitTpoto. PaHHE po3nisHaBaHHA XBOpPObU [103BO-
NIAIE 3aCTOCYBATU PAHHE arpecuBHe NiKyBaHHA, WO 3a-
nobirae po3BUTKY CEPMO3HOI My/ILTUOPraHHOT NaTonorii
— TAXKOI aHrionaTii Ta Bicueponartii, AKi BUM3HA4alOTb
NPOrHo3 3axBoptoBaHHA. Ornag, nitepaTypu OCTaHHIX
OaHWX LWOAO KANiHiKM, nepebiry, BapiaHTiB 3axBopto-
BaHHA, NOrMMBAEHHA yABAEHb MPO NaToreHes nouecis
anbTepauii Npu tBEHINBbHOT CUCTEMHOI CKAepoaepMnm,
[03BONIAE PO3LUMPUTU YABAEHHA NPO NPOABM 3aXBOPHO-
BaHHA Ta 3anigo3puTu ix Ha GinblWw paHHinA cTagji. O6-
rOBOPEHi KpuTepii AiarHOCTUKKU CNpUAoTb MiHIMi3aLii
NOMWIOK Yy MOCTAaHOBL, LbOro MyAbTUCUMHAPOMHOIO Ta
MYNbTUCMMNTOMHOFO 3aXBOPIOBAHHA. BKpai Baxkamsi
a[eKBaTHI Ta CcyyacHi niaxoau Ao NikyBaHHA. KOBeHiNb-
Ha CMCTEMHA CKAepoaepMif € CKAALHUM ayTOIMyHHUM
NPoOLEcoM i BMMarae 3acToCyBaHHA Halpi3HOMaHITHi-
WKX NiAXOAIB Y NiKyBaHHI: BiA, MiCLEBOro 3acTocyBaH-
HA MaseWn, renis, enektpodpopesy NikapcbKknx 3acobis;
3aCTOCYBAHHA TPAAMUIMHMX MNPOTM3ananbHoI, aHTUI-
603HOI Ta cyanHHOT Tepanii, — 40 Halcy4YacHilWmMX 3aco-
6iB, TaKMX AIK reHHO-iHXeHepHi bionoriyHi npenapaTu
— TouMni3ymab, abaTauenT; reHHo-iHXeHepHe MOHO-
K/IOHa/lbHE aHTUTINO A0 aHTUreHy B-nimpoumntis CD20
— puTyKcumaby. HaBeaeHO mepcrnekTMBM HOBUX Tepa-
NeBTUYHUX NiAXOAIB — BUKOPUCTAHHA iHribiTopy TUpo-
3MHKiHa3M — iMaTUHIBy me3unaTty, abutysymaby, ¢ppeso-
NiMymaby, a TakoX posib TpaHCNAaHTaLil ayToNOriYHMX
CTOBOYPOBMX KNITUH. MaKCMMaibHO paHHA AiarHOCTUKA
xBopobu, BapiaHTiB ii nepebiry cnpusie uinecnpamosa-
HOMy BMbOpPY MpenapaTiB, AefKi 3 AKMX Kpalle Aono-
MaratTb MPW NEPEBAXKHO LWKIPHUX NPOABAX, iHWI — Npu
nereHesomy ¢ibposi Ta/abo nereHesiit rinepreHsii un
HedponaTii. Po3WwWKMpeHHA 3HaHb SK NPO KAiHIKYy, TakK i
Npo TapreTHi nigxogM 40 NiKyBaHHA Pi3HMX BapiaHTIB
nepebiry HOBEHIZIbHOT CUCTEMHOT CKAEpOAepPMUN CRpU-
A€ MNOKPALLEHHIO [AiarHOCTUKW Ta TAKTUKM BeAeHHA
navieHTIB.

KnrouoBi cnoBa: cuctemHa cknepogepmin, 4itm, aia-
FHOCTUKA, JliKyBaHHA.

38’A30K ny6niKauii 3 n1aHOBMMWU HAayKOBO-A40CAIA-
HUMKU poboTamu. Pob6oTa € pparmeHTOM HayKOBO-A0-
cnigHoi pobotn «KniHiko-naToreHeTUYHa 3HauyL,icTb
CUCTEMHMX i NOKANIbHUX MEeTaboNiYHMX NOopyLUeHb NpU
PEBMATUYHUX 3aXBOPIOBAHHAX: POJb KOMOpbigHOi na-

E.G.L.Bayoters, 1985

TOAOrii Ta PO3P0OKa ONTUMANIbHUX METOAIB NiKYBAHHA»,
HOMep geprKpeecTpauii 0119U001448.

Bctyn. BucnoBAtOBaHHA aHMIMCbKOrO JiiKapa-pes-
martonora E.G.L.Bayoters B 1985 pou,i A0cCi 3a1MLWAETbCA
AKTYaZIbHMM, HE 3BaXKatouM Ha NEBHI YCMiXWn Y BUBYEHHI
KNiHIYHNX NPOsBiB XBOPOOM Ta 3HaYHi AOCATHEHHA B Aia-
rHOCTML Ta NiKYBaHHI CUCTEMHOI CK1IepoaepMii.

3pOCTaHHA 3aXBOPHOBAHOCTI Ta MOLIMPEHOCTI CKae-
pogepmii (CA), 36inblieHHA 4uMcna XBopuX 3 nepe-
XpecHUm (overlap) cMHAPOM, PiI3HOMAHITTA KAIHIYHUX
NpPoABIB, YNCENbHICTb €TIONOTYHUX Ta NATOreHEeTUYHUX
KOMMOHEHTIB, Nporpecytyunii nepebir cuctemHoi ckne-
poaepmii (CC), Wwo npusBoAnUTb A0 PO3BUTKY HE3BO-
POTHUX PiBPO3HMX 3MIH LLUKIPU Ta BHYTPILLHIX OpraHis 3
NopyLLIEeHHAM X QYHKLiM, TPYAHOLW,i Y paHHilA AjarHoc-
TULi 3aXBOPIOBAHHA, POBUTb aKTyaNlbHUM BUBYEHHA L€l
naTtonorii Aitein Ta NigNiTKIB HAa pPaHHIX eTanax Po3BUTKY
ca.

Meta pocnigykeHHA. [lpoaHaniayBaTM CyyYacHWUM
CTaH npobsiemun CUCTEMHOT ckaepoaepMii y gitei.

BusHaueHHA. Cknepogepmia (CA) — xpoHiuHe 3a-
XBOPIOBAHHA, L0 XapaKTepU3YyETbCA PO3BUTKOM MpoO-
rpecytodoro  ¢ibpO3HO-CKNEPOTUYHOIO  YParKeHHsA
LWKipM, ONOPHO-PYXOBOro anaparty, BHYTPILIHIX OpraHis
(vx, cepus, HUPOK, TPABHOTO TPAKTY) Ta PO3BUTKOM NO-
LUIMPEHOrO AUCTOHYCY MIKPOCYAUH (cMHApOM PeliHo), B
OCHOBI AKOTO NEXWUTb YParKEHHA CYAWH 3 MepeBarkaH-
HAM ¢ibpo3y Ta YacTo — 3a TUNOM 0bNiTepyOYOro eH-
paptepiity [1-5].

IcTopia 3axBoptoBaHHA. Bnepuwe, we 400 pokis Ao
H.e., [innoKpaT onMcyBaB XBOPMX «3 HATATHYTOD, CYyXOH0
Ta WinbHO WKipoto 6e3 BuaineHHA noty». Y 1753 poui
iTaniiceknin nikap K. Kypuio onncas cnoctepekeHHs ai-
BUMHKM MaTpii fanbepa, AKa mMana HaNpPyKeHy LWinbHY
LUKipy HAaBKONIO pOTa Ta XONOAHY LUi/IbHY LKipy Ha Wwi, a
y 1842 poui aHrnincbKkuii nikap B.4. YayH Bneple onu-
CaB K/iHIYHUIM BUNAZOK AUTUHU 3 BicLepanbHUMK Npo-
agamu CA [5-9]. OCHOBHMM NPOABOM 3aXBOPHOBAHHA €
YWiNbHEHHA WKipK, WwWo fo3sonmno Gintracy 1847 poui
BrepLUe 3aCToCyBaTV TEPMIH «CKIepoaepMisa» — «Lifib-
Ha WKipa», «TBepaoLWwkKipa». Y 1862 poui AG. Maurice
Raynaud onucaB sBuLLE «CTBEPAIHHA WKipPU KiHLIBOKY,
AKe CynpoBOAKYBaNOCSA 3MIHOK OKpacy — NobiniHHAM,
NMOCUHIHHAM, MOYepBOHiIHHAM. Lleii dpeHomeH 6yB Ha-
3BaHUI cuHapom PeiliHo (CP). Ockinbku npu CP 6yno
BUABIEHO NOpPa3Ky AK LWKipK, TaK i CNOAYYHOI TKAHWHU
BCiX BHYTpILLHiX opraHis, ety B 1945 poui 3anponoHy-
BaB Ha3MBaTW 3aXBOPIOBAHHA «MPOrPecyrUYnM CUCTEM-
HUM CKNepo3omy», Le Habyno BM3HAHHA Ta NOLWMNPEHHSA
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y 3apybixHoi nitepatypi, i CP noyanu pos3rnagatu sk 3a-
XBOPIOBAHHSA CNoOMyYHOI TKaHuHKM [1, 5, 7, 9, 10].
MPUIHATO PO3PI3HATU OBMENKEHY CKAEePOAEPMIt0
(OCA), aka npoTikae 6e3 ypaxKeHHA BHYTPILLHIX opraHis
Ta cuctemHy (CCA), 3 ypaskeHHAM BHYTPILLHIX OpraHis
Ta CP. Anckycii npo B3aemoss’ss3ok CCA ta OCA npo-
LOBXylOTbCA. Ha aymKky aesakmx asTtopis, OCA ta CCA
ABNAOTb COOOIO Pi3HOBMAM OAHOMO MATONOFYHOMO NPOo-
Lecy, Wo NiaTBepAKYETbCA HAABHICTIO Binbll HiX y no-
JIOBUHM AiTel ypaxKeHHs BHYTpILWHiX opraHis npu OC/,
OAHOCNPSAMOBAHICTIO MeTaboNiYHUX 3pYyLLIeHb, Chifb-
HIiCTIO NATOriCTONOTIYHUX 3MiH WKipWn Npn 060x popmax
XBOPOOU, a TaKOXK BUMNaZKaMu TpaHcpopmadiii nokani-
30BaHOro npouecy y nporpe-
CYIOYMIA CUCTEMHUI CKAepos

Tabnuusa 1 —

i3 XapaKTepHO ANA HUX CXMJIbHICTIO A0 MepcucTeHL;i Ta
HaABHICTIO NAaTEHTHUX GOPM), FEHETUYHOT CXMABHOCTI, a
TAKOX Y4acTb IMYHHUX Ta HEMPOEHAOKPUHHUX daKTopiB
[1, 5, 21, 25]. HeratneHi daKkTOpK A0BKINNA Y BaraTbox
NPOMMUCNOBUX PerioHax € NyCKOBMM mexaHiamom CCL y
10-15% Bunaakis £ebtoTy 3axBoptoBaHHA [8, 26-28].

Baxknmey ponb y BUHUKHEHHI Ta po3BuTKy CC/L, Bigi-
rpa€ reHeTM4YHa cxunbHictb [1, 25, 27]. IcHytOTb Bigo-
MOCTI MpO acoujiauito reHis ricrocymicHocti HLA A9, BS,
B35, DR1, DR3, DR5, DR11, DR52, C4A 3 CC/] Ta BCTaHOB-
NleHi KopensauinHi 38’A3KM MiXK IMyHOreHeTUYHUMW Map-
KepaMWu, HasBHICTIO cneundiyHnx ayToAT Ta KAiHIYHMMM
BapiaHTamu CC/, [2, 10, 20] (tabn. 1).

Kopensuia imyHoreHeTU4HUX MapKepoB

[1, 11-15]. 3 imyHoOnOriYHUMM | KniHiYHMMK nposasamu CCA, [10]
TepmiHom «IOBEHi/IbHA AyTOAT f0 aHTUrEHiB HLA KniHiuHi oco6amnsocrti
cknepogepmis» (KOCA) npwu- - - -
AHTUTONOI3OMepa3sHi ScL-70 DR5 (DR 11) OundysHa CCA, weBMAaKO Nporpecyoymnii

MHATO NO3HA4YaTK BCi BUNAAKM A
(Tonoizomepasa-1)

DR3/ DRw52, DQ7 nepebir, $ibpo3 nereHb

C ak CCLO, Tak i OCA, aki ge-

6toTyBanM Ao 16-piuHoro Biky [AUA —aHTUueHTpomepHi AT

DR1,DR 11,DR 4,DRS, NlimitoBaHa CC/1, noBiNbHO

naujenTa. KOC/ BigokpemneHa (ueHTpomepwm) DQ7B1 nporpecytounii nepe6ir
B OKpemy popmy, Lo CBiAYUTL JlereHeBa rinepTeHsin, nepexpecHuin
npo 0cobAMBOCTI  KAIHIYHO- AHTU- PM- ScL DR3/ DRw52 (overlap) cunapom: CCA-OM, nigro-

ro nepebiry gaHoi natonorii

CTpUit nepebir, ypaxkeHHA m'a3iB

y AUTAYOMY BiLi, Y KAiHIYHIN

KapTUHi NepeBaxae niarocTpuin nepebir xsopobu, ypa-
YKEHHA LWKipM Mae obmerkeHUI xapakTep. lNepeBaa-
toTb remidopmu CL, 3i CXMNBHICTIO A0 YTBOPEHHSA KOHTP-
aKTyp. BicuepanbHa naTtonoria BMparkeHa NOMIpPHO Ta
BUABNAETLCA FTONOBHUM YUHOM MPU IHCTPYMEHTAJIbHO-
My obcTeeHHi. AKTUBHICTb XBOpobM HM3bKa. HOOC/,
3ycTpivaeTbea y 5-10 pasis yacTiwe, Hixk KOCCA. Oitn 3
ApiarHosom KOOC/[, noBUHHI 060B’A3KOBO BYTH peTesibHO
0BCTeXKeHi ANA PaHHbOI AiarHOCTUKU YParKeHHS BHY-
TPILWHIX OpraHiB Ta BUABNAEHHA O3HAaK CUCTEMHOCTI 3a-
XBOptoBaHHA [4, 13, 16, 17].

Eniaemionoria. 3axsoptoBaHictb Ha CC/L cknapae
0,45-1,4 Bunaaka Ha 100 T1c. HaceneHHs B pik [18, 19].
YacTtKa giten, xsopux Ha C[l go 16 pokis cepep, 3araib-
HOI KiZIbKOCTi XBOPUX CTaHOBUTb MeHwe 3%, a Aitel B
BiLi g0 10 pokis nnwe 2% [7, 9, 12, 20]. locToBipHi AaHi
LLLOAO NMOLWMPEHOCTI Ta 3axBoptoBaHocTi Ha CCA y aitei
y niTepatypi BigcyTHi [13, 21, 22]. Tak, 3a AAHMMU OAHUX
aBTOpiB 3axBoptoBaHicTb Ha CCA y aitelt ctaHoBuTb 0,05
Bunagkis Ha 100 TMC. AUTAYOro HaceneHHs, a 3a AaHU-
MM iHWKMX aBTOPiIB — KonmBaeTbeA Big 0,27 no 1,9 sunaa-
KiB Ha 100 TMC. AMTAYOro HaceneHHa Ha pik [5, 12-15,
20, 23].

FOC/[, yacTiwe AebroTye y AOLWKIIBHOMY Ta MONOA-
oMy WKinbHOMYy Biuj, y 5-8 pokis [4, 5, 7, 9, 20, 22, 24],
X04a MOXKNMBUIN [ebtoT 3aXxBOPIOBAHHA | B Binbl paH-
HbOMY Biuli. ONMcaHO BMMAZOK CUCTEMHOIO CKNEpPOo3y Y
ANTUHU 1-ro poKy *KnTta. KOCCA ogHaKoBO YacTo 3ycTpi-
YAETbCA Y AOLWKINbHOMY BiLli Y X/10MYMKIB Ta Yy AiBYATOK,
a cepej, A4iTeW CTApLIOro BiKy nepeBaKaloTb AiBYATKa,
AKi xBopitoTb YacTiwe y 3-4 pa3u [1, 5,7, 9, 13,24].

Hes3Bakatoum Ha Te, Wo odilinHi CTaTUCTUYHI AaHi
LLLOAO 3aXBOPIOBAHHA Aitein Ha CL, BiacyTHi, nitepaTypHi
[OaHi CBiA4aTb NPO 3pPOCTaHHA KiZIbKOCTi XBOPUX Ta 3pOC-
TAHHA BAXKKOCTi 3aXBOPIOBaHHA y ditel [1, 2, 4, 17, 20,
21].

Etionoria. Etionoria 3axBoptoBaHHA BWBYEHA He-
[0CTaTHbo. OBroBOPHOETLCA MYAbTUDAKTOPHUIA reHes
CCA, ponb BipycHux dakTopiB (ocobamBo repneceipycis

MNaroreHes. MNatoreHes CA cknagHuit [5, 10, 12, 16,
20, 21]. BuainatoTb TpM OCHOBHI NaHKW y naTtoreHesi
XBOpO6U:

1. Po3BMTOK aHOMaAIi CMHTETMYHOI aKTUBHOCTI i-
6pobnacrTis. MNigsuLLEHHA KonoreHo- Ta ¢GibpoyTBopeH-
HA NOCiAa€ UeHTpanbHe micue B natoreHesi CCA, wo
NnpM3BOAMTbL 0 PO3BUTKY perioHanbHOro abo reHepani-
3oBaHoro ¢ibposy.

2. MaTonoria eHAOTENiIO CYANH, Pe3ybTaTOM € iXHil
cnasm, CKAeposyBaHHA. LMTOTOKCUYHI  nimdountn
YWKOOMKYHOTb KAITUHW eHAOoTenito, Wo Npu3BoauTb A0
agresii Ta arperauii TPOM60OUMTIB, aKTMBALLT 3rOPTaHHA
KpPOBi, BUAINEHHA meaiaTopiB 3ananeHHA. [opylweHHA
MIKpPOUMPKYNALIT  cynpoBOAKYeTbCA nponidepaLieto
rNafKOM’'A30BUX KITUH, 3BYKEHHAM AiaMeTpy CyAWH,
nedbopmalieto KaninapHoi CiTKM, CTa30M KPOBI.

3. ImyHHa aKtmBauifa. MopyweHHa y T- Ta B-naHkax
iMyHiTeTy: T-KNiTUHHA akTuBauia T-xennepis, 3HUXKEH-
HA T-cynpecopis. [linepnpoaykuis UWUTOKiHIB (iHTep-
newkinis — I1-1, 1N-4, 11-6), ctumynauia nponidepadii
B-nimdpouunTiB i3 nocuneHHAM cuHTe3y cneundiyHmx
ayToaHTUTIN (AT) 4O KOMMOHEHTIB CMNOMYYHOI TKAHUHM
(aHTMUEHTPOMIpHI (ALLA) Ta aHTMTONOI3OMEpHI (ScL-70),
aHTMHYKNeapHi (ANA). IMyHHi nopylleHHA 3anycKaloTb
NMaToONOFYHUI NpoLeC, CAPUATL NepemoaentoBaHHIO
CMONYYHOT TKAHUHK, NOPYLLYIOTb MeTaboni3m KonareHy,
BUKAMKaOTb rinepdyHKUito ¢ibpobnactie. HagmipHa
KiNIbKiCTb CUHTE30BaHOr0O KoJlareHy AenOHYETLCA B LWKipi
i NigNAratoWmx TKAHWHAX, Yy BHYTPILIHIX OpraHax, 3ymos-
NOK0YM PO3BUTOK KAiHIYHMX NPOABIB XBOPO6bU.

Knacudikauia [3, 20-22]. CC/, Biapi3HAETbCA pi3HO-
MaHITTAM KNiHiYHMX popM Ta BapiaHTiB nepebiry. 3rigHo
MKX-10 suginstotb CCL, (cuctemHuit cknepos):

-M34.0 nporpecytoumnii CUCTEMHUI CKepo3;

-M34.1 cunapom CREST;

-M34.2 cuctemHUIl CKNepos, CAPUYNHEHUIN Meaun-
KaMeHTO3HUMM 3ac06aMM i XiMIYHUMUM CNONYYEHHAMMU;

-M34.8 iHwWi popmmM CUCTEMHOIO CKIEPO3Y;

-M34.9 cucTeEMHUIA CKNEPO3 HEYTOYHEHU.

30
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Knacuoikauii CCLL ana Aaiteit cborogHi He
icHye, 3acTocoByeTbCcA poboya Knacuodikauia

Tabnuusa 2 — MopiBHANbHA XapaKTepucTuKa audysHoi
i nimitoBaHOI GOpM CUCTEMHOrO CKNepo3y

ONA [AOPOCAUX, 3riAHO AKi BUAINATL 5 Kni-

OudysHasa dopma

NimitoBaHa popma

HiYHMX popm CCA [16, 21, 29]:
1. AndysHa CCA,
2. NlimitoBaHa (aKpocknepotnuHa) CCA,
3. NMepexpecHa CCA (overlap — syndrome),
4. lOBeHinbHa CCA,

1. MowwnpeHe ypaxkeHHA WKIPK KiHLiBOK
i Tyny6a (BMLLE NIKTbOBUX | KONIHHUX
cyrnobiB), ypaxKeHHs NPOKCUMaNbHUX U
OUCTaNbHUX BiAAiNIB KiHLiIBOK NPOTArom
POKY nicne BUHUKHEHHA CP

1. ObmexkeHe yparkeHHA WKipn
(KMcTi, cTonK, 061MYYSA), ypaskeH-
HA AUCTaNnbHUX BiaAinis nepea-
NAiYYa U KUCTERn, rominki, ctonm)

5. BicuepanbHa CCA.
OcHoBHMMU popmamun CCA € gndysHa Ta

2. Nepebir roctpui,
LWBMUAKOMPOrpecyoUnii

2. Nepebir XpoHiYHMUI, NOBINbHO
nporpecyymni

NiMiTOBaHa, WO MatoTb YiTKi BiAMIHHOCTI ae-
610Ty Ta NOAA/bLIOTO PO3BUTKY XBOPOOU [16,
21] (Tabn. 2).

Ona  nepexpecHoi CCO (overlap —

3. OpgHoYacHwWi (MpoTArom poKy)
PO3BUTOK yparKeHHsA WKipun i CP

3. TpmBano «i30N1bOBaAHNIN»
beHomeH PeliHO — 3a KifibKa po-
KiB [,0 3a/ly4YeHHA WKipK i NoABK
iHLWMX O3HaK

syndrome) xapaKkTepHO MOEAHAHHA O3HaK
CCJ, i3 iHWMMKM CUCTEMHUMM 3aXBOPHOBAHHA-
MW CNONYYHOT TKAHWHM, TaKUMK, AK gepmaTto/
nonimiosut (4M), 0BEHINbHUI igionaTUYHKIA
apTpuT (KOIA), cMCTEMHUIA YEpPBOHMUI BOBYAK
(CKB). Mpwn BicuepanbHiin CCA € ypaskeHHA

4. PaHHE i YacTe ypaxKeHHA BHYTPILWHIX
OpraHiB (nereHb, HUPOK, cepuA, WYH-
KOBO-KMLLIKOBOrO TPAKTY), CUMATOM
KpeniTawii CyXoXuab

4. TuNoBO Ni3Hill PO3BUTOK Nlere-
HeBoi rinepTeHsii (10% xsopwux),
CREST-cuHapom (C — KaNbLMHO3,
R —cuHgpom PeliHo, E — e3oda-
riT, S — cknepogakTinia, T —Tene-
aHrioekTasis)

BHYTPILWHIX opraHis i CP, ane WKipHi 3miHK mi-
HimanbHi abo BiacyTHi. Y 1-2% CC, moxke 6yTn

5. YacTo BMABNAIOTLCA aHTUTO-
noisomepasHi ayToAT (aHTu-Scl-70)

5. YacTo BuasnaoTbca ALUA
(aHTULEHTpOMEpHI AT)

6e3 ypaxkeHHA Wwkipu [2].

6. JecTpyKuia kaninapis

6. Qunatayma kaninapis

BapiaHTu nepebiry moxyTb ByTW: rocTpuit
(3noAKicHUIM), WBMAKO Nporpecyroymnii; nigro-

7.M’aTUpiyHe BUKMBaHHA — 50-60%

7. ’ATUpPIYHE BUXKUBAHHA
85-90%

CTPUIA, MOMIPHO MPOrpecyroyunii; XPOHIYHUIA,
NnoBiNbHO Mporpecytoumnii. Buginatotb cragii 3axsopto-
BaHHA:

0. Ay»ke paHHA (abo AoKAniHIYHA), KO Yy XBOPOTO 3
CP BusBnstoTb no3uTtueHi AHA Ta/abo «ckiepogepmi-
Hi» ayTOAT, @ TaKOXK 3MiHU NPU KaninApocKonii;

I. MouatkoBa — Kpim CP, BMABNAIOTb 1-3 03HaKM XBO-
pobu;

Il. Cragia po3ropHyTUX KAiHIYHUX NOAB, WO Bigo-
6pakaloTb CUCTEMHUI XapaKTep npoLecy;

I1l. Ni3HA (TepmiHanbHa) — y pasi PO3BUTKY HE3BO-
POTHOI HEAOCTAaTHOCTI YKUTTEBO-BAXK/IMBMX OPraHiB.

KniHiuHa KapTtuHa. locTpmin noyaTtok KOCCL moxke
XapaKTepM3yBaTUCh IMXOMAHKOHD, Y YaCTUHU XBOPUX Ha-
BiTb pebpubHOLO, fAKa byBae B AebtoTi XBOpOOU Nnwe y
1% piteit. Moxnnea BTpaTa macu Tina, cnabkicTb, 3HU-
YKEHHA TONepPaHTHOCTI A0 Gi3MYHOro HaBaHTAMKEHHA.
Ona C xapaKTepHi ypaKeHHsA LWKipX, ONOPHO-PYyXOBOTO
anaparty, CyAuH y MOEAHAHHI 3 YParKeHHAM BHYTPILLHIX
opraHis.

YparKeHHA wKipu. LWKipHMA natonoriyHmMii npouec
npu CA Bigpi3HAETbCA CTAAIMHICTIO YparKeHHA, MaE y
CBOEMY PO3BUTKY TP CTag,i, WO NOCTYMOBO NepexosATb
ogHa B iHwy [1, 13, 20, 21, 30, 31]. Po3pisHsatoTb cTagito
HabpAKy, ywinbHeHHs (iHaypauii) Ta aTpodii:

1. Cragia HabpAKy € NepLIolo, MOXe MNPOTIKae KAi-
HiYHO HenoMmiTHoO. 3’'ABAITbLCA HAabpAKAICTb, pisHOMa-
HITHI NNAMKM 3 XapaKTepHUM ¢ioNeToBUM BIHOYKOM NO
nepudepii. 3aneKHo Bif, iIHTEHCMBHOCTI HabpsAKy, WKipa
MOMKe NpuiiMmaTK pisHe 3abapsneHHs, Big 6inoro oo cu-
HIOLLHEe-pPO30BOro.

2. fpyra cTagia — cTagia iHAypaL,ji, XapakTepusyeTb-
CA TUM, LLO LWKipa pobuTbCA NOTOBLLEHOLO, TicTonoai6-
HOI KOHCUCTEHLLT, Hepyxomoi i HabyBae BOCKOBMAHOTO,
6in0-*oBTOr0 3ab6apBIEHHA.

3. TpeTa cTagia — cTagia atpodii, xapaKTepusyeTbes
BUTOHYEHHAM LUKIPWU, AKA BUINALAE AK NeprameHTHUM
nanip, 6AWWLMTL, CNAOETLCA 3 NIANATAOYUMMU TKAHK-
Hamu. Ha ypaxeHuX finAaHKax LWKipM NPUNUHAETHCA
3pOCTaHHA BoOCCA, poHoTa CasibHUX Ta NOTOBMX 3a/103.

MoKyTb BUHUKATK AiNAHKKU AenirmeHTauii abo rinepnir-
meHTauii. NMpu TpuBanomy nepebiry xBopobu mokivse
BiflKNaZaHHA conei Kanblito (KanbLMHATIB) He Ti/IbKK
y MiALWKIpHIMA KNITKOBUHI, @ 1 y BHYTPIiLWHiX opraHax. Ha
WKipi naujieHTa Mo)KHa 6a4YnTM OOHOMUTTEBO AiNAHKM
HabpAKy, iHaypauii, ¢pibpo3y Ta aTpodii, Wo 3ymosntoe
OiarHOCTMYHI TpyAHOLLI. YpaXKeHHA WKipy y Aitei mo-
KYTb MaTW Byab-AKy JIoKanisauito: Tyny6, 06anyys, KiH-
LiBKM, CigHWL,.

BapiaHTu yparKeHHs WKipu y gitei:

- pudysHe wWBMAKONpOrpecytoUye, TOTaNbHe, iHAY-
paTMBHE yparKeHHA WKipu (cMHApom KopceTa abo naH-
umnps),

- nimiToBaHe (aKPOCKNEPOTUUYHE) ypasKeHHs AMc-
TaNbHUX BiAAINIB KIHLIBOK (KMCTel pyK, cTon);

- TMPOKCMMAJ/IbHE YypaXKeHHA  KiHLUIBOK
3an’ACTKOBUX i naecHeBux cyrnobis;

- remicknepopgepmis — ogHobiuHe ypaxkeHHs Tynyba
i KIHLiBOK, IHKO/MM NPM3BOAATb A0 3MEHLIeHHA o6’emy
KiHLLIBOK i MOpYLLEHb iX pocTy;

- atMnoBe — cTepTe abo BOrHWULLEBE YPAXKEHHA
WKipw.

LWKipHUMN CMHAPOM CMOCTEPIraeTbCA MNPaKTUYHO B
yCiX XBOpUX AiTei. YpasKeHHA CAM30BUX (XPOHIYHUNA
KOH'HOHKTUBIT, GapUHTiT, aTPOdiYHUI PUHIT, CTOMATUT) Y
AiTel cnoctepiraetbes pigko [13].

LLKipHKIA paxyHOK [22, 32]. a5 BU3HAYEHHS aKTUB-
HocTi CC/L, BUKOPUCTOBYHOTb XapaKTEPUCTUKY Ta KifbKic-
He OL,iHIOBAaHHA BUPAXKEHOCTi yparkeHHA Wwkipw. LLUKipHi
3MiHM OUiHIOOTb 33 3-6anbHolO cuctemoto: 0 — 3miHK
BiACYTHi; 1 — He3HayHe YLiNbHEHHSA LWKipK (WKipa o
36MpPAETbCA Y CKAAAKY); 2 — MOMIpHE YLLiIbHEHHA WKipK
(wkipa 36MpaeTbca y CKNAAKYy 3 TpyAHOWAMM); 3 — BU-
paeHe yLlWinbHeHHsA WKipu (y cKNaaKy He 36MpaeTbes,
nolikonoaibHa).

3MiHM OLiHIOITL Y 3 HenapHUX 30Hax (06sMyus,
rpyam, *KUBIT) i 7 napHUX 30HaX (Nanbli PyK, KUCTI, ne-
peAnniyys, naedi, cterda, rominku, crtonu). Cyma BusAB-
NIEHWUX MOKA3HMKIB CKNAAAE 3arafibHUM WKIPHUI paxy-

BULLE
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HOK Bif, 0 n0 51 6ana. LLKipHUI paxyHOK BUKOPUCTAETbCA
0N OLHKM eDEeKTUBHOCTI NiKyBaHHA Ta NPOrHO3Y.
deHomeH PeiiHo (CP) — mapkep CC/, 3ycTpiyaeTbea
y 70-95% nauieHTiB, B T.4. y 75% xBopux Ha CCA aiten,
MO3Ke 3'ABUTUCA 3aJ0Bro [0 MOABU iHLWMUX KAIHIYHMX
cMMnNTOMIB XBOPObM (3a 2-5 pokis) [13, 16, 21, 30, 33].CP
€ eni304amn MUHYLLLOTO NOPYLUEHHA MIKPOLMPKYNALLT 3
ilweMmieto BHACNiAOK Ba3ocnasmy apTepiid, npekaninap-
HUX apTePioN i WKIPHMUX apTEPIOBEHO3HUX aHAaCTOMO3IB.
CP 0bymOBAEHUI CUMETPUYHUM MNAPOKCU3MASbHUM
Basocnasmom. Lle peHomeH TpudasHoi 3miHM Konbopy
LWKipK, HalYacTiwe BiH TOPKAETbCA NasbLiB PYK i Hir, KiH-
YMKIB BYX, HOCA. 3MiHN KONbOPY LWKipM NPOXOAATb TpU
¢dasun: noyatkosa 6nigicTb, WiaHo3 Ta eputema. Nig yac
Ba30MOTOPHMX NOPYLUIEHb NALLIEHT BiAYYBaE X0N0A4, OHi-
MiHHSA, MOKO/IIOBAHHA, NOPYLUYETLCA YYTIUBICTb LUKipK,
BUHMKaE 6inb. Tpueanmun CP € noTeHuinHO Hebe3ney-
HUM CUMMMNTOMOM, OCKIZIbKM BiH MPOrpecyrun moxke
Npu3BeCTM A0 BMPA3OK, FAHIPEHWN KiHLIBKM, HaBigb A0
0CTeoni3y AUCTanbHUX GpanaHr nanbuis [34-36].

Pigko 3ycTpivatomm, ane HamBaxKuMm € CUCTEMHUM
CP, BUK/IMKAHMI CNAa3MOM apTepi BHYTPILIHIX OpraHiB
(cepusn, nereHb, HUPOK, LINYHKOBO-KMLLUKOBOIO TPAKTY),
rON0BHOIO MO3KY, OpraHy 3opy. KniHiyHO BiH npoasAa-
€TbCA NiAMAOMOM apTepiasbHOro TUCKY, MOPYLUIEHHAM
KOPOHAPHOrO KPOBOTOKY, iHTEHCUBHUMW TONOBHUMMU
601AMM, PAaNTOBUM NOPYLLIEHHAM 30pY i C/IYXY.

Y 50-70% pitenn 3 CCL, BMABNAIOTb YpPaXKeHHA Cy-
rnobiB i KiCTOK, Le OAWMH i3 HaMbiNblW YacTUX KAiHIY-
HUX NPOABIB 3aXBOPIOBAHHA Y AiTel, a B 30% BMNaaKiB
ypaKeHHA cyrnobiB i KICTOK AiarHOCTYETbCA AK NepLunit
cumntom CCAL,. Cyrno60oBuiA CUHAPOM MOKE MPOABNATU-
cA noniapTpanrieto, noniapTputom abo noniapTpmuTom i3
PO3BUTKOM KOHTPAKTYp. YacTo xBopux TypOytoe nonimi-
anris, piska m’asoBa cnabkicTb, 06MeXKeHHs pyXiB, LLO
NoB’sA3aHO 3 ypaXKeHHAM CKeNeTHUX M’A3iB, PO3BUTKOM
$ibpo3ytoyuoro iHTepCTULiaNbHOTO MIO3UTY i3 po3poc-
TaHHAM CMOMYYHOT TKAHMHKU N aTpodieto m’'s3iB [20-22,
30]. Ana KOCCA xapakTepHO YacTile, HiX y A40pOCauX,
ypaxeHHaA cyrnobis i m’asis, Toai sk CP i BUpaeHi ckie-
POTUYHI YparKeHHA LUKipM PO3BMBAIOTLCA pifLle.

YpaXKeHHA cepusa y AiTeld 3ycTpiYaeTbcA HevacTo y
nebtoTi xBopobu, ane 3pocTae 3i 36iNbLIEHHAM TpUBaA-
nocTi xBopobu. Tak, 3a gaHnmm OcmmnHuHol M.K., Tenne
H.A. (2015) ypaskeHHA cepusa B AeblOTi 3aXBOPIOBAHHSA
BMHUKAE y 8% LiTel, ane 3pocTaE 3i 36iNbLIEHHAM TPU-
BafOCTi XBOpobu Ao 15%. 3a gaHMMM iHLWKUX aBTOPIB Y
25-40% XxBOpUX BUHUKAOTb YPaXeHHA cepudA no tuny
CKN1epoAepMIYHOrO KapAiockneposy, AKWUKA NpoABAA-
€TbCA 3HMXKEHHAM CKOPOT/IMBOI aKTUBHOCTI MiOKapAay 3i
3HMKEHHAM GpaKLuii BUKMAY, NOPYWEHHAMW PUTMY Ta
npoBifHOCTI, 3 dopMyBaHHAM cepaLeBoi HefoCTaTHOC-
Ti. dibponnacTMyHUn eHaoKapamT GOPMYETLCA PiaKoO.
Morke posBuBaTUcA GibBPUHO3HUIA NepuKapauT. Lie Bce
MOKEe CTaTh MPUUYMHOIO CUHAPOMY panToBoi cmepTi [20,
22,32,37,38].

YacToTa nereHeBoi naronorii npu CCL Bucoka. Ypa-
YKEeHHA NiereHis cnoctepiraetbca y 41-53% piten y surna-
Ai iHTepcTUuianbHoro 6asanbHoro ¢ibposy, ¢pibposyto-
YOro anbBeoniTy i3 GOPMyBaHHAM KiCT Ta MOCTYNOBUM
pPO3BUTKOM NereHeBoi rinepteHsii (/1F), 06cTpyKTUBHOIO
6poHxioniTy. ®i6PO3HUI Npouec y NAeBpi MoxKe npu-
3BOAMTM A0 afre3vBHOIO NAEBPUTY, 3POLLEHHA CUHYCIB.
HasfBHe «BuCXigHE» NOLWMpPEHHA npoLlecy, Wwo ocoban-
BO NpuTamaHHo ana CCA. ®ibpos nereHsb, L0 NoYaBcs B

6a3anbHUX Bigainax, noTim cTae ANPYy3HUM, NOLIMPIOtO-
ynck Bropy. OcobnuBicTio NHEBMOGiIBPO3yY € yparkeHHA
cyauH i3 possutkom /1. MporTe, y aiten /I 3ycTpivaetbea
pifKo (7%), i cnpUMMAETbCA AK NPOrHOCTUYHO Hecnpu-
AT/INBA O3HAKA. 3MiHW Y IETEHAX MOXK/IMBO BUABUTU NPWU
iHCTPYMEHTaNbHUX A0CNIAKEeHHAX (peHTreHorpadii, cni-
porpadii, KT opraHiB rpyaHoi KNiTKK). IHTEpCTMLianbHe
yparkeHHsa nereHb (Y1), possutok JII npu CCL Hera-
TMBHO BM/IMBAE Ha NMPOrHO3 3axBoptoBaHHA [13, 39-43].
Mpw nimiToBaHin ¢opmi CCL, Kaninapockonisa HirTboBoro
NOXKa i WKIPHWI paxyHOK MOXYTb ByT1 BUKOPUCTaHI ann
OLHKM MOBipHOCTI HanaBHOCTI JI[, BOHWU € KAiHIYHUMU
npeanktopamu JII npu CCA, [32, 44-46].

YpaxeHHA HUPOK MmatoTb Big 5-14% po 15-30%
aiten 3 CCA [4, 13, 20], po3BUBAETLCA XPOHiYHA CKNEPO-
aepMivHa HedponarTia, AKa XapaKTepPU3yETbCA CNiLO0BOO
npoTeiHypieto abo MiHiMaNIbHUM CEYOBUM CUHAPOMOM.
ICTUHHA «CKNepoaepmiyHa» HUPKa (CKaepodepMidHMiA
HUPKOBUI KPU3) XapaKTepU3YETbCA 3HAYHOK NPOTEIHY-
Pi€t0, 3N10AKICHOLO riNepTOHIED, LWBWAKO MPOrpecyrovoo
HUPKOBOI HEAOCTATHICTIO, Y AiTel PO3BMBAETLCA AyKe
pigKo, meHblue 1%. YpaxkeHHA HUpoK npu CCL € Hacnig-
KOM CKNEPOAEPMIYHOTO yparkeHHs CYAUH HUpPOK [7, 9,
13, 30].

LLINYHKOBO-KMLIKOBUIA TPaKT ypaxkaeTbca npu CCA
y aiten y 80% Bunagkis. Cepepn, yparkeHHb TPaBHOrO
TPAKTy HaMyacTille CNOCTepPiraETbCA YpaXKeHHA CTPaBo-
xoay i KuweyHuky (Big 30 oo 74%), BOHW BMHUKAOTb
Ha paHHiX cTagiax xsopobu. Mpu cknepogepmiyHOMy
e3odariti € yTpyaHEHHA KOBTaHHA, 0co0b6AMBO TBEpPAOI
i, 3puryBaHHA, 6/110BaHHA, PO3BMBAETLCA pedtoKc-
esodarit. Lle noBAsaHO 3 rinoToHielo cTpaBoxoay. Y
pa3i ropuM3OHTaNbHOrO MOJIOKEHHA AUTUHU BUHWKAE
ractpoesodareasnbHuii pedatoKe i3 3aKUAAHHAM BMICTY
WYHKA Y CTpaBoxig. AK HacnigoK LbOro Ha CAM30BIN
060/10HL,i CTPaBOXOAY BMHMKAIOTb €pOo3ia Ta BUPA3KM.
TaKoX NepepoaKEeHHs rMafKoi MyCKyNaTypu CTPaBOXO-
ay y $ibposHy TKaHWHY Npu3BOAUTb A0 GOPMYBaAHHA
CTPUKTYP Y HUXKHIN TPETUHI Ta PO3LUMPEHHA BiA4iNy Hag
3BY>KeHHAM. Npn ypaxkeHHi TOBCTOI KULIKN PO3BUBAETb-
CA MOPYLEHHA MOTOPUKM, TiMOTOHIA i3 3aNOPOM, MOXK-
NnBI TPOdIiYHI BUPA3KKM CTIHKM KULLKM i3 NOAANbLIOK iX
nepdopauieto [20-22, 47].

YpaXKeHHA HepPBOBOI CUCTEMMU Y AiTell NPOABAAETb-
ca nepudepuryHoto noniHerponarieto, 3ymosneHoto CP.
Ane, noKkanisauia sorHumwa C, Ha ronosi moxe cynpoBo-
[OsKyBaTUCA PO3BUTKOM CYLOMHOro cMHApomy (3%), oce-
peaKoBMMM 3MiHAMM B TKaHUHI ronoBHOro mo3sky [30].

[iarHocTuKa. Bennknm JOCATHEHHAM MOXHa BBa-
aTu po3pobKy HaYKOBMMM LLeHTpamu KpaiH EBponu B
pamkax EUSTAR (EULAR Scleroderma Trail and Research
group) anropuTMy paHHbOI AiarHoctuku CCL Ta CTBO-
PEeHHA HOBUX AiarHocTUYHMX KpuTepiis CCA [16, 19, 48]
(puc.).

€ npAMMIA 3B’A30K MiK MPOrHO30M Ta TepMiHamMu
BCTaHOBNeHHA giarHo3y CCA. Hepigko CCL, piarHoc-
TYETbCA HaA CTa4ii BUPAXKEHUX KNIHIYHMX NPOABIB, KON
3MiHM B OpraHax Habynu He3BOPOTHOrO XapakTepy Ta
Tepania HeepeKTUBHA, TOMY 0COB/IMBO BaXK/MBa PaHHA
npiarHoctmka CCA.

€BpONencbKMM CNiBTOBAaPUCTBOM AUTAYMX PEBMATO-
noris (Pediatric Rheu mato logy European Society), Ame-
pUKaHCbKOW Konerieto pesmatonoris (ACR), Esponeit-
CbKOl niroto no npobnemam pesmatmamy (European
League Against Rheumatism — EULAR) y 2007 pou,i BcTa-
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HOBJIEHI AiarHOCTUYHI KpUTepii IOBEHiIbHOI CUCTEMHOI

HaasHicTib 1-ro BeMKoro abo 2-x um 6inblie manunx

cKnepogepmii [21, 28, 31]: KpUTepiiB € MOKAa3HMKOM [0CTOBIPHOCTI AgiarHo3a CC/.

Benwuki: KnacudikauinHi kputepii ACR/EULAR 2013 matoTb 6inbLu

— NPOKCUManNbHUI CKNEpPO3/iHaypaLif: CUMETPUYHe  BMCOKY YyTamsicTb (90%), Hix kpuTepii ACR 1980 (72%)
NOTOBLLEHHS, HAaTAXIHHA Ta iHAypaLlia WKipK; [49-52] (rabn. 3).

[nA piarHOCTUKKM 3aXBOPHOBAHHA BaXK/IMBE 3Ha-

1-ii piBeHs: XBopi 3 iiMmoBipHuii xiarnozom CC/{ YeHHA Ma€ BU3HAYeHHA CneLLVld)il‘lHVlX ayTOAT, AKi

wiroapn B CCH MAIOTL: acouiriosaHi 3 CCL, (Hanbinbll BUBYEHO Cim), iX Ha-

1. ®enomeH Peitno
2. HaOpsik kucTeit/ckiepoaakTiiiio

3. [MozutuBHUiTt AHA

ll

2-ii piBeHb: OruisiA nanieHTa peBMaToJI0roMm
aiarxos e Kaminsgpockoris

e Busnauenns Scl-70, ALIA

i J

SIK11o HeraTUBHI

Judepenuiiinuii giaruos SIKIO X04 O1HA O3HAKA IIO3UTHBHA
Orusiz iHIKUM BCTAHOBIIIOETHCS AIarHO3 JIy’Ke PaHHBOT
CHeniaicToM CC/I Ta BCTAaHOBITIOETHCSI HASIBHICTD
BiCLIEPHTIB

— T
ITatosorii Hemae — ITarosoris € — JiKyBaHHs
CTOCTEPEKEHHS, JHiarnos: CCJl, mouaTkoBa CTais
Jliarnos — y»xe paHHs
(moxniniuna) crazis CCJJ

PucyHOK — Anroputm AOoKANiHIYHOT paHHbOT AnarHocTukm CCA,
(M. Matucci-Cerinic et al., 2009).

3MBalOTb «CTAHZAPTHUM npodinem» ayToAT npwu
CCA, (2, 3, 53] (tabn. 4).

[ani AT gy»Ke piaKo 3ycTpivaroTbCA NPU iHWKWX
3aXBOPIOBAHHAX CMOJIYYHOI TKAHWHU, TOMY € BaX-
NIMBMMMU AiarHOCTUYHUMM Mapkepammn CCA. Oobpe
BMBYEHO YiTKY 3a/IEXKHICTb MiXK TMNom ayToAT, xa-
paKTEPOM OPraHHWUX yparKeHHA, NEBHUMMU KIiHIY-
HUMKM peHotunamm CCA, [2, 54, 55]. Ane, 3a faHu-
mu CtaposoiTosoit MH, lecuHosol OB, KoHeBoi
OA (2016) aHTK-Scl-70 BusaBnaeTbca AK npu andys-
Hi, TaK i npu nimitoBaHin dopmi CCA, ane Big-
CYTHA Kopenauia mix aHTn-Scl-70 i wenMaKum npo-
rpecyBaHHAM NATONONYHOro npouecy. 3a AaHMMK
Asli ASLAN (2014), Zulian F. (2016) TakoK BiacyTHs
Kopenauia mixk nigsmweHHam ANA npwu HOC[ Ta
TAMKKICTIO, aKTMBHICTIO | NporpecyBaHHAM XBOpPO6U
y 4itelt. TaKoX BiAOMO, L0 HEBENMKA YAaCTMHA XBO-
pux 1,7-6,4% [2, 56, 57] moxe 6yTVM HEraTMBHUMM
no ayTtoAT. HeratusHicTb woao aytoAT npu CCL
acouilioBaHa 3 6inbw m’AKMM nepebirom i GinbLw
CNPUATIMBUM MPOrHO30M. € NOBIAOMAEHHA NPO
Te, Wo ayTOAT MOXKYTb 3HUKATU NPOTATOM XBOPO6M
npu pobposakicHomy nepebiry abo Ha TAi ycniwHo-
ro nikyBaHHs [2, 58]. Ik npaBWN0, y OAHOr0 XBOPO-
ro BUABNAETbCA /IMLLIE OAMH TUN ayTOAT, AKMI He
3MIHIOETbCA NPOTAFOM XBOPOobU. ToMy TecTyBaHHA
Ha ayTOAT ayKe BaxaMBe ANA AiarHOCTUKM, OLLiH-
KM nepebiry Ta nporHosy y xsopux Ha CCA. MporTe,

cneundivHi ana cknepoagepmii AT ScL-70 BuABnAKOTLCA

Man?: ) nvuwe B 34% pitei, AUA — B 7% pitei. BigcyTHicTb cne-
— WKIpa: CKNEPOAAKTUIIA; uMoiyHNX AT He cynepeunTsb giardosy CA [7, 9, 13, 30].

— nepudepuiiHi cyanHu: CP, Tenean-
riekTasii, AmouykonogibHi pybui Ta cTOH-
WEHHA M'AKMX TKaHMH KiHYMKIB NanbLis,

Tabnuua 3 — KnacudikauiiiHi Kputepii nporpecyouoro cMCTeMmHoro
cknepo3y ACR/EULAR, 2013 [49]

Kucren i/abo cTon; NapameTtpu BapiaHTK 03HaK Banu
— racTpoiHTeCTUHaNbHI: ancdaria abo
YWinbHeHHA i NOTOBLLEHHSA WKipK 060X pyK
ractpoeso@areasibHa pePstoKCHa XBOpPO- .
6a: P ¢ ped P BuLLe n'acTHo-danaHrosux cyrnobis (MPC) — 9
a; ) ) NPOKCMManbHa cKnepoaepma
— cepuesl: apnuTmia Ta cepueBa HeEOO0- c ,
. : . . .4 |- Cknepesema
CTaTHICTb; ' ' YUlinbHEHHA i NOTOBLEHHA WKipW nanbLis * | - nanbli ancranshiwe noc| 4
—HUPKOBI:HUPKOBAKPM3a,apTepiasbHa
rinepreHsis; OuritanbHa iwemia * ’chgj;:i” ;
— AnxanbHa cuctema: ¢ibpos nepe-
Ba)HO B 6aszanbHUX Bi,u.,u,inax obox ne- TeneaHrioekTasii 2
reHb, WO BUABMAETLCA NpPWN CTaHAAPT-
Hit  peHTreHorpadii rpyaHoi  KniTky; |KaninapockoniyHi sminu 2
3HWKEHHA ANPY3iHOI 3'”_jaTHOCT' .“ere"“?. NereHesa apTepianbHa rinepteHsia Ta/abo 2
Ta pPO3BUTOK JNereHeBOl apTeplasibHOI |iHTepcTULiaNbHE YPAXKEHHA IereHb
rineprexsiy, L . X deHomeH PeitHO 3
— HEeBPOAOrIYyHI: HenponaTia;
— OMOPHO-PYXOBOro anapaTty: TeHAo- Cneundiyni ayToa'HTl/lTina (aHTM'— ScL -70, 3
BariHiT1, apTPUT, MiO3UT; aHTULEHTpoMepHi, A0 RNA-nonimepasu i)
— ceponorivHi: AHA, CCA-ceneKkTUBHI |3rigHo 3 uMmu KpuTepiamm, XBopuit KNacudikyeTbCa AK Maoumnii 4OCTOBIPHMIA
AT (AUA, Scl-70, aHTM}IBPUNAPUH, aHTV- piarHo3 CCJ, AKLLO CyMapHa OUiHKa NapameTpiB A0OpiBHIOE ab0 nepeBuULLyE 9
. 6anis.
PM-Scl, aHTn- PHK-nonimepasu 1, 2 Ta 3).
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Tabnuusa 4 — «CtaHaapTHUI npodinb» ayToAT,

acouiioBaHux 3 CCA,

OudepeHuianbHnii aiarHos CCA cnig,
NMPOBOAUTU 3 IHWMMMK 3aXBOPIOBAHHAMM

AyTOAT, acouiiioBaHi 3 CCA}

KniHiyHi npossu CCJ,

cnony4yHoi TKaunHm: OCA, HOIA, KO4M, CYB.
CknepoaepmivyHe yparKeHHA LWKipU TaKOXK

[OiarHocTnuHmit KpuTepin CCA,

ALIA —
aHTUTING A0 LLleHTpomepiB

Kpu3 CHK

CREST-cuHApOM, NiMiTOBaHE YPaXKeHHA LWKipK,

OUTiTanbHi BUPA3KK, KasibLMHO3 M'AKUX TKAHWH,
BiACYTHICTb PEHTFeHONOrIYHNX O3HAK NereHeBo-
ro ¢ibposy, He PO3BUBAETLCA CKIEPOAEPMIYHOT

cnig gudepeHuitoBaTM 3 NOCTTPABMATHY-
HMMMK 3MiHAMWK, BY3/yBaTOO epPUTEMOLO,
HelpodibpomaTozom, 3miHaMM LWKipK npwu
atoniyHomy aepmatuTi [13, 31, 40]. Coe-
YacHa giarHoctuka CCL A03BO/INTbL BYACHO
po3noyYaTu TpMBaay NPOTM3ananbHy Ta imy-

[OiarHocTnyHui KpuTepin CCA,

[OndysHe ypaxkeHHs WKipKU, paHO AWriTanbHi BU-

ATA (ScL-70) — o o -
. . pasku, LBnaKonporpecyoumnii Baxkkuii nepebir,
aHTUTING A0 Tonoisome- .
BMCOKA NeTanbHiCTb,
pasmnl

PeHTreHonoriyHi 03HaKM Ba*KKOro 1ereHeBoro
$ibposy, npeaukTop NereHeBoro Gpibposy

HOCYNpecuBHY Tepanito.

NikyeaHHuAa [3, 4, 9, 13, 21, 31, 40].
OcHoBHa MmeTa Tepanii cknepogepmii —
3MEHLUEHHA aKTMBHOCTI nepebiry 3ananb-
HOro npouecy, 3anobiraHHA NOSBU HOBUX i

AHTUHYKNEapHi aHTUTINa:
Ao pi6oHykneonporteasu lll
—APHKMN I

JKEHHSA WKipK,

PU3UK OHKOAOTIT

LLIsngKkonporpecytounii nepebir, yacTiwe B
NiTHbOMY BiLLi Y 4ON10BIKiB, BarKKe gudysHe ypa-

npeAnKTOpP CKAepoaepMiYHOro HUPKOBOTO
Kpu3y CHK, ypasKeHHs nereHb pifiko, BUCOKUM

PO3LIMPEHHSA ICHYOUYNX BOTHULL, YPAXKEHHS,
3MEeHLUEHHSA NJIOLL YpaXKeHHs, 3anobiraHHA
YPaXKEHHA BHYTPILIHIX OPraHis, PO3BUTKY
YCKNagHEeHb, T.e. YMOBINbHUTU nNporpecy-
BaHHA XBOpobM Ta pocartm crabinisauii
npouecy, NigBULLNTU AKICTb KUTTA. JliKy-

aHTuTina Kk Th/To

HA nereHb, JIAT, CHK

JNlimiTOBaHe ypaXKeHHA LWKipK, He XapaKTepHi
OUriTaNbHi BUPA3KK i TaHTPEHa, TAXKKE ypaXKeHHA
BHYTPILLHIX OpraHis — iHTepcTuLiaNbHe YparkeH-

BaHHA Mae ByTW CBOEYACHMM, GaraTokom-
MOHEHTHUM Ta NATOreHeTUYHO Ob6IPYHTO-
BaHUM. Tpeba YHUKHYTU MCUXOEMOLIMHUX
HaBaHTaXeHb, BM/WBY XON0AY, iHCONALL,

aHTuTiNa o U3-PHM - ay-

TOAT Ao puboHyKneonpo- |YPAKEHHA NereHb,

nereHb, JIAT

Oundy3He yparkeHHA WKipKU, Mio3UT, yparKeHHA
cepua, JIAT, CHK, Bicueputw, iHTepcTuLianbHe

TeiHam (PHM) UIPHM i U3PH | Mpu AT UIPHM — Mopa3ska BHYTPILIHIX OpraHis He
XapaKTepHO, KPiM iIHTePCTULiaIbHOTO YPaXKeHHA

BMK/IIOUYUTW NNAHOBI LienneHHs, 3abesne-
YUTU KOMGDOPTHUIN peRUMY XKUTTA. PauioH
X1 Ma€e 6yTM KaNnopiNHNUM, 03aCBOIOBAHWUM.

®PyHOAMEHTOM NiKyBaHHA € MaToreHe-
TUYHA Tepanif, AKa BM/MBA€E Ha rOJ/IOBHI
NaHKM naToreHesy xBopobu: nocuaeHe Ko-

aHTUTINa K PM/Scl

CNpUATAMBUIA

JNlimiTOoBaHe yparkeHHA WKipu, Mio3unT, c-m PeliHo,
nepexpecHuin cuHgpom CCA / MM, nporHos

nareHo- Ta ¢ibpo30yTBOPEHHA, MOPYLLEH-
HA MIKpOUMPKyYAALii, BUpobaeHHA ayTOAT
[0 KOMMOHEHTIB CNOAYYHOI TKAHUHM, ne-

Antutina k Ku CYB, mio3uT, apTput

MepexpecHi cuHagpommu CCA /MM i CCA /NM /

penbayae ycyHeHHA abo KOpeKLito pi3HMX
NIAHOK MaToreHe3y 3axBoptoBaHHA. OcHo-
BHUMW BUAMMM MeELMKAMEHTO3HOI Tepa-

Bucoka vactota BuasneHHa AHA y piteir i3 CCA (81-
97%). UikaBo Bia3HaunTH, wo y 1/3 AHA-NO3UTUBHUX
aiten i3 CCA AT AUA Ta CK/1-70 He BuaBnatoTbea [13].

Ycim naujieHTam TaKOX PeKOMEeHAYETbCA BU3Ha-
YeHHA GiomapkepiB 3ananeHHs (WBMAKICTb OCiAaHHA
eputpouutie (LLOE), C-peaktmsHuit 6inok (Cpb6)), ao-
CRigXeHHA KniHiyHoro Ta bioximiuHOro aHanisy Kposi,
[OCNIAMEHHS 3arasibHOro aHanisy cedi, 4o6oBoi npo-
TeiHypii, WwBmnaKocTi KNyboukoBol ¢inbTpalii gnsa yTou-
HEHHs QYHKLiOHaNbHOrO CTaHy HUPOK. IHCTPYMeEHTab-
Ha [iarHOCTUKA BK/IHOYAE CMiPOMETPID AN1A BUABNEHHA
3MiH nereHeBux o6’emis, KT opraHiB rpygHoi KniTku,
OocnigKeHHnA cTpasoxody (esodaroractponyoneHocKo-
nif, peHTreHoCKoMiA CTPaBOX0AYy 3 KOHTPACTHOK Macoo
abo ¢ibporactpockonia), gonneporpadisa cyauH, EKI Ta
EXO-kapgiorpadia [3, 13, 22, 31].

Cepep, pi3HMX cnocobiB iHCTPYMEeHTaNbHOI AjarHoc-
TUKM 0cobaMBY yBary 3aliMae KaninspocKomnis Hirrboso-
ro noxa npu CP. XapakTepHUMM KanminapoCKONiYHMMMU
O3HAaKaMW € 3MiHa LWiNbHOCTI KaninAapis, po3WMpeHHA
KaninAapis, peaykuia KaninApis 3 yTBOPEHHAM aBacCKy-
NAPHUX 30H, NOABA KYyLOBMX KaninAapis i remoparin,
[e30praHisalia apXiTeKTOHIKM KaniNApHOI mepexi Hir-
TbOBOTO N0¥Xa. MeTos, Mae BUCOKY YYT/IMBICTb i cneuu-
¢ivHicTb, | BXoaMTb A0 KnacudikauiiHux kputepiis CCL,
ACR/EULAR 2013 poky [16, 22, 31, 46, 59].

nii npu CCA e imyHocynpecuBHa, npoTu-
3ananbHa, aHTUPiIbpUHO3HA Ta CcyAMHHA
Tepania. TakoX BMKOPUCTOBYIOTbCA JIOKAJIbHI, CUMMTO-
MaTUYHi Ta peabiniTauiliHi 3axoam nikysaHHa [4, 5,7, 9,
31, 40]. NikyBanbHa TakTMKa CC[, Ha cyyacHomy eTani
po3pobsieHa nig erigoto EBponencbKoi irk NpoTn pes-
maTmamy (ACR/EULAR, 2017) uinb0BOI A0CAIAHULbKOO
rpynoto EUSTAR [22, 31, 60, 61].

IMyHOCcynpecuBHy Tepanilo Npu3HayalTb XBOPUM
Ha CC npwu HAABHOCTI BMCOKOI aKTMBHOCTI, BMparke-
HOMY MporpecyBaHHi 3axBoptoBaHHA, ¢ibpo3ytoyomy
aNbBEONITI, yparkeHHi HUPOK. B pekomeHgauiax EULAR
3 NikyBaHHA nauieHTiB i3 CCO niakpecneHo, wo npu
yPaxKeHHi WKipy HaN[oUiIbHILMM € 3aCTOCYBaHHA me-
ToTpekcaty (Mt) [24, 40, 60-62]. Moro BUKOPUCTOBYIOTb
B Y JliKyBaHHi paHHbOi andy3Hoi CCL, npu po3noscto-
OXKEHUX YParKeHHSAX LWKipu, cyrnobis, m’asis, nepuaptum-
KYJAPHUX KOHTPAKTypax, NPy HAaABHOCTI NepexpecHoro
CMHAPOMY, MPU3HAYaloTb per os abo nigwkipHo (n/w,
meToaKeK) y A03i 7,5-10-12 mr/m? 1 pas Ha TUXKAEHD,
yacTiwe pa3om 3 NPUMMOMOM FNHOKOKOPTUKOCTEPOiaiB
(TKC) y £03i 0,5 Mr/Kr Ha 406y 6-8 TUKHIB 3i 3HUMKEHHAM
0031 A0 NiATPUMYBA/bHOI, NPOTArOM He MmeHwe 2-3
pokiB. CnuctemHe BBegeHHA TKC BMKOPUCTOBYIOTL Npu
niArocTpomy Ta roctpomy nepebiry B paHHIO CTagito npu
TAXKUX reHepanizoBaHux nigtmnax LOCCA. B umx Bunag-
Kax NPU3HaYyaloTb LWOMICAYHE MyNbC-BBEAEHHA METUM-
peaHi3010HY BHYTPilHbOBEHHO (B/B) B A03i 15-30 mr/
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Kr Macu Tifla Ha AeHb (MakcumanbHo 1000 mr Ha AeHb)
npotArom 3 gHiB Nocninb ynpoAosK 3-6 micAuis. OgHaK
Tpueane npusHadeHHA TKC y BUCOKMX A03ax NiaBULLYE
PU3MK HUPKOBOTO KpM3y Ta Mae HebarkaHi asumLLa. Tomy
IKC-Tepanito npusHayatoTb 06MEKEHO XBOPUM i3 Mpo-
rpecytoumm andysHUM YypaxKeHHAM LWKipn, pedpak-
TEPHUM aPTPUTOM, aKTUBHUM MIO3UTOM, a/IbBEOJIITOM,
cepo3nTom B 403i 0,5-1 Mr/Kr 3i 3HUMEHHAM 40 NigTpU-
MyBasibHOi 403m 0,3 Mr/Kr.

[ns nikyBaHHA TAXKKOI AndysHoi dopmm CCA 3 1Y/1Ta
HUPOK, LWBMAKONPOrpecytouMm nepebirom npenapatom
Bubopy € umknodochamipg, (LP). MpunsHayatoTb Nynbe-
Tepanito U® B/8 KpanenbHo 15mr/kr (500-750 mr/m?) 1
pa3s Ha micaupb npotarom 6-12 micauis, a notim 1 pas Ha
2-3 micaui abo woaeHHO per os no 1-2,5 mr/kr Ha a06y.
TpuBanictb Kypcy NikyBaHHA P cTaHOBUTb HE MeHLe 6
micauis. Uuknopocdan (LiP) pekomeHaoBaHuUI AK nNpe-
napatT nepLoi NiHii y BCiX Cy4aCHMX peKomeHAaLiax npu
nikyBaHHi CC[l npv yparkeHHi WKipK i opraHis AUXaHHA B
nosi per os 1,0-2,5 mr/kr/po6y [13, 40, 61, 63].

Mpu HaaBHOCTI |Y/1 TaKOXK PEKOMEHAYETbCA BUKO-
puctaTh asartionpuH B Ao3i 1,0-2,5 mr/kr/goby per os
pasom 3 HM3bKMMK go3amu IKC Ak Ha novaTKky Tepanii,
Tak i nicna kypcy LUd. Y agitelt MoxKnmMBe BUKOPUCTaHHA
UuknocnopuHy A (LUcA) posi 2,5-5 mr/goby npu He
edpektmBHocTi LP. OgHak TepaneBTUYHUIN MOTeHLUian
LicA npu CCA obmerKeHUIn NOTEeHLiNHO HePPOTOKCUY-
HicTio [31, 40].

Mpu nporpeccyBaHHi 3aXBOPIOBAHHA, @ TaKOX MNpu
TAMXKOMY FeHipanisaoBaHHOMY YPaXKeHHI MOXINBO BU-
KOPUCTaHHSA reHHO-iHXeHepHUX bionoriuHux npenapa-
TiB (F1B6N) [7, 9, 22, 62, 64, 65]. BuasneHa Kopenauis mix
BUCOKMM piBHEM UMPKyAALIi IJ1-6 3i cTyneHem TAXKKOCTI
3aXBOPHOBAHHA Ta HiNbLUOK YACTOTO CMEPTE/IbHUX BU-
naakies abo nporpecytounm ¢ibposom nereHis npu CCA.
[o 2019 poKy onucaHo TinbKM 7 BUNAAKIB 3aCTOCYBaH-
HA Touunisymaby npu CCA y aiteit. Y KoAHOMY 3 HUX
He 6yno HebaxaHUx ABULL NpU NiKyBaHHA aiten 3 CCA
Toumnisymabom [14, 31, 62, 64-66]. Tounnizymab, iHru-
6itop I/1-6, Npu3HayvaETbcA B/B KpanesbHO Npu maci Tina
meHwe 30 kr — 12 mr/kr 1 pa3 Ha 2-4 TusKHi, Ginble 30
Kr— 8 mr/kr 1 pa3 Ha 2-4 TxkHi abo n/w 162 mr 1 pa3s Ha
TUXKAEHb. € pOobOTH, AKI BKA3yOTb Ha ePpeKTUBHICTb aba-
TaUenTy, AKUI1 BBOAATb B/B KpanesabHO AiTAM 6-18 pokis
3 macoto Tina meHwe 75 Kkr — 10 mr/Kr, nicns nepuioro
3aCTOCYBaHHA NpenapaT y TaKiil A03i peKoMeHAYyeTbCA
BBOAMTM Yepes 2 i 4 TUXKHI, @ NOTIM Yepes KOXKHI 4 TUXKHI
[21].

Y AMTAYOMY Billi 4acTO 3aCTOCOBYETLCS aHTUDIBPO3-
HUIA 3aci6 — D-neHiunNamiH, AKUA NPUTHIYYE HagAULW-
KOBWM CiHTe3 KonareHy ¢ibpobnactamm, akTUBYE Kosa-
reHasy, NopyLye A03PiBaHHA KONareHa, Lo NPUCKOPHOE
Moro posnaf, MPUrHiYye ayTOMMYHE 3ananeHHa [7, 9,
13, 31]. Mloro npusHayatoTb Npu Nporpecyrouomy nepe-
6iry CCL, i3 andysHow iHAypaLjieo WKipM Ta 3miHaMK
BHYTPILLHIX opraHiB B A03i 2,5-5 mr/Kr Ha Ao6y, niasu-
LLYHOUYM KOXKHI 3-5 aHiB A0 MaKcumanbHOi go3mn — 15-20
Mr/Kr, ane He Binblie 750 mr Ha Ao6y. TpusanicTb NiKy-
BaHHA MOMe CKnagaTu Big 6-12 micauis o 3-5 pokis.
JoTenep HeMae €AMHOI AYMKW WOAO epeKTUBHOCTI
D-neHiunnamiHa, AKUA BUKOPUCTAETLCA MPU NiKYBaHHI
Ak CC, Tak i OCA,. Mpwn xpoHiYHOMY nepebiry 3axBopto-
BaHHA i3 rpynu aHTMibpo3HUX 3acobiB BUKOPUCTAIOTb
depmeHTaTUBHI Npenapatu (nigasa, NoHripasa, poHi-
B[a3a), AKi BNAMBAIOTb Ha CUCTEMY TialypOHOBA KUC/O-

Ta — riaNypoHifasa Ta NpUrHivyoTb Gibpo30yTBOPEHHS,
npW3Ha4aloTb Kypcamu n/K abo B/m iH eKLii, annikauin
abo enektpodopesy Ha iHAYPATUBHO 3MiHEHI TKAHW-
HW Ta KOHTpaKTypu. lanypoHigasa npusHavyaeTbca no
32-64 YO n/k abo B/m 12 iH’eKujiit Yepes AeHb 2 pa3u Ha
pik. /loHrigasa BBoguTbcA B/m B A03i 1500-3000 MO 5
— 15 BBeAeHb (3aN1eXKHO Bif, TAXKKOCTI 3aXBOPIOBAHHSA) 3
iHTepBasiom MixK iH ekuiamu Big 3 go 10 aHi., gitam 3 12
pokiB. MoKasaHUt Takox enektTpodopes abo annikauii
rianypoHinasm abo NOHrigasu Ha AiNAHKM KOHTPAKTYp i
CKNePOTMYHO 3MiHEHUX TKaHUH [4,21].

Ona KopeKuii nopyweHb MiKPOLMPKYAALii BUKO-
PUCTOBYIOTb BasogunaTaTtopu, AesarperaHtm, aHTUKoa-
rynantu [7, 9, 22, 31, 40]. Moka3aHHA A0 3aCTOCYBAHHA:
BuparkeHuin CP, J/II, HUpKoBa rinepTeHsia. Mpu3HavyeHHnA
Pi3HMX Ba30aKTMBHUX NpenapaTiB AOLiNbHO Ha BCiX CTa-
[iAX 3aXBOPHOBAHHA.

JliKkyBaHHA cyauMHHUX ypaxeHb npu CP y aitei BKAtO-
Yae TpagmuiiHe BUKOPUCTaHHA 6N1O0KATOPIB KaibLieBUX
KaHaniB, fAKi € Tepanieto nepwoi niHii CP. BOHN BUKAU-
KaloTb CUCTEMHY nepudepuyHy BasoawaaTauilo, LWo
CNPUAE 3MEHLUEHHIO YacTOTU M iHTEHCUBHOCTI eni3o-
AiB Basocnasmy, MoJinweHHIo KpoBoobiry. baokatopm
KanbLiEBMX KaHaniB y AiTel Npu3HavyaloTbCA Kypcamu
NpPOTArom PoKy B A03i: HideguniH — 0,25-0,5 mr/kr 2
pa3su Ha fieHb; amaogunid — 2,5-10 mr/ o6y, auntiazem
—2,5-10 mr/no6y.

IHri6iTopu aHrioTeH3MHNepeTBOpIOOYOro GpepmeH-
Ty (AN®) — KanTonpun, eHananpun, nisiHonpun — nNpu-
3HAYaloTb B MepLUY Yepry XBOPUM 3i CKNEPOAEPMIYHOK
HUPKOW, apTepianbHO rinepTeHsieto. Kantonpwun
MO)Ke MpuBecTU [0 PO3BUTKY riNOTeH3ii, ToMy AiTam
MOro Npu3HavatoTb NPU NepLuImMx NPUMOMax 3 HeBeau-
Kux 003 (0,1-0,2 mr/kr Ha goby), a gani noctynose nia-
BULLEHHS A03u ao ebektnsHoi (0,3-0,5 mr/kr Ha £oby).
Takok noyaTkoBa go3a eHananpuay — 0,1 mr/Kr Ha goby
3a 1-2 npuitomu (He Binblue 2,5 mr/ao06y) 36inbLIyeTbea
0o edpektnsHoi (0,5 mr/Kkr Ha go6y). [lo3a nisuHonpuny
cknagae 0,08 mr/kr 1 pas Ha goby.

AHTaroHicT peuenTtopiB aHrioteH3uHy Il nosaptaH
3MEHLUYE 4acTOTy Ta TAXKKICTb Hanajis Ba3ocnasmy,
nobosa gosa 0,7-1,4 mr/kr (makc. 50-100 mr) y aitei
CTaplue 6 pokiB. Y KAiHIYHIN NpaKTULi BUKOPUCTOBYIOTb
aesarperaHt. MeHToKcndini npusHayaoTb B/B Kpa-
nesbHO y A03i 20 Mr/pik KMTTa Ha 406y 3a 2 BBeAEHHS
12-14 pHis, a gani nepexoaATb Ha NepopasbHUA NpU-
nom — 0,1-0,3 r/goby 3a 2 npuiiomn. Ounipugamon
BUKOPUCTOBYETLCA AK iHTiBiTOp arperauii TpombouunTis,
aHrionpoTeKTop, Ba3ogunataTop MiOTPOMHOI Aji, horo
MPU3HaYaloTb y A03i SMr/Kr macu Tina 3a 2-3 npuiiomu
npotarom 12 micauis. 3acobom srubopy npu nporpecy-
toyomy posnoscrogreHomy CP i TAXKKUX CYyaUHHUX ypa-
YKEHHAX i3 iWemMiYHMMM HEeKpo3aMK Ha LWKipi € npena-
paT npocrarnaHauMHiB (anbnpocTtagua, Ba3anpocTaH).
PapmakonoriyHa Agia — npurHiveHHA npodibpoTUYHUX
dakTopiB, BaszogunaTauia, NPUrHiYeHHA aKTUBHOCTI ¢
arperauji TpombouuTie. PekomeHayeTbca B/B BBEAEH-
HA npenaparty B A03i 20-40 mKr/ao6y, nepdysia nposo-
ANTbCA i3 po3paxyHKy 0,6 MK/Kr 3a rog, 10-15 nepdysiit
Ha KypcC.

MepcnekTuBHI nNiaxoan Ao nikyBaHHA CCA. ImaTtu-
HiI6 me3unaty, iHri6iTOp TUPO3MHKIHA3W Ta HUHTeHa-
HUB, iHribiTOp peuenTopiB TMPO3UHKIHA3K, CENEKTUBHO
NPUTHIYYOTb TUPO3MHKIHA3Y, 3aBa*KatoTb CUHTE3Y ro/10-
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BHUX megiaTopiB ¢ibpo3y, MOXKyTb BYTU KOPUCHUM ANA
nauieHTis i3 CCL,.

BuBYeHHA iMmyHoONoriYyHMx nopyweHs npu CCA no-
Kasano Bax/iuBy ponb B-nimboumTtie y po3suTky oi-
6po3younx MPOLECIB Y LWKipi Ta BHYTPILLIHIX OpraHax.
€ HeBe/NMKa KiNbKiCTb AOCNIAKEHHb, AKi CBigYaTb Npo
NOIMNWEeHHA CTaHy LWKIipK Ta NIereHiB Npyu BUKOPUCTAH-
Hi putykcumaby [12, 31, 42, 63, 67]. Halbinbwe ao-
CNifXEHHA 3 OLJHKW BMNAMBY PUTYKCMMABy BKOYano
63 naujeHtn 3 CCA, AKi oTpMmyBanu puUTYKcMmab, y
NOPIBHAHHI 3 25 AiTbmu i3 rpynn KOHTPOAO. 3a Nnepiog,
cnoctepexkeHHs 7 micauis y nauieHTiB 3 1Y/1 putykcumab
NPOAEMOHCTPYBaB 34aTHICTb 3anobirat nogasnbluomy
3HUMKEHHIO }KUTTEBOT EMKOCTI lereHnb [12, 31].

TaKoXK y cTagii BUBYEHHA Yy OOPOC/AMX MNALLiEHTIB 3
CC[, HoBi MeToaM NiKyBaHHA — TPaHCMJIaHTaLia ayTo-
NIOTiYHMX CTOBOYPOBUX KANITUH, fiIKa BUBYAETbCA B bara-
TbOX KpaiHax — KaHagai, fepmanii, bpasinii, CLLUA, ®PpaHLuii,
[aHii; TakoXK npoxogAaTb onpobyBaHHA HoBi MNBMN — abi-
Ty3ymab, dppesonumymab [63, 68-71].

Ona nikyBaHHA TAxKoro CP MOXyTb npusHayatmcA
HU3bKOMONEKYNAPHI renapuHun. MNpun ypaxeHHi TpaBHO-
ro TPakTy Kpim 6asncHoi Tepanii BUKOPUCTOBYHOTb aH-
Taunam, iHribiTopy NPoToHHOI Nomnu, NpenapaTtu, Wo
HOPMani3yloTb MOTOPWMKY. lNpu m’asoso-cyrnobosomy
CUHAPOMI 3 BUPAXKEHUM BONBOBUM CUHAPOMOM 3aCTO-
COBYIOTb HeCTepoigHi npoTusananbHi 3acobu (HM3M)
(anknoderak, ibynpodeH, menokcnkam (Mmosanic), Ha-
npokceH) [13, 31, 40].

Moka3saHe micueBe NiKyBaHHA 3 anikauismn masen,
Wo mictaTb renapuH, NKC, TpOKcepyTUH, XOHAPOITUHY
cynbdat, iHAomMeTaunH, HadtanaHose macno abo oodi-
LUMHANbHMX Masel (remapwH, aKTOBEriH, XOHAPOKCUA,
MEeTUNYPaLMA, KOHTPATybeKe, Tpaymesb, MageKacon).
MicueBe niKyBaHHA PEKOMEHAOBAHO MPOBOAUTM MNO-
CTINHO 3 HeBe/MKMMMK nepepBaMu. TaKoX BUKOpUC-
TOBYIOTb PO34nH 50% pumetuncynbdokenay (AMCO)
y BUIAAI annikauiit, MOXK1MBe MOro NOEAHAHHA i3 Cy-
OVMHHUMM Ta NpoTU3ananbHUMM 3acobamu. Micueso
pekomeHA0BaH enektpodopes Ta ioHodopes i3 cyamuH-
HUMMW, AQHTUOKCUAAHTHUMM, AHTUDIBPO3HUMM Ta NPOTH-
3ananbHMMK Npenapatamu [13, 21, 31, 40].

KomnnekcHe nikyBaHHA xBopux CCH o60B’A3K0BO
BK/IIOYAE KYypPCU NiKyBaNbHOI ¢i3KynbTypu, MacaxKy, B
nepiog KAiHiYHOI pemicii — rpA3boBi annikauii, 6anb-
HeoTepanito, rinepbapuyHy oKcureHauito. CaHaTOpHO-
KYPOPTHE NiKyBaHHA MOKa3aHe XBOPUM i3 XPOHIYHUM

nepebirom Ta miHiManbHOW aKTUBHIiCTIO CCL 3 BK/tO-
YeHHAM CipKOBOAHEBWX Ta BYIIEKUC/IUX BaH, disioTepa-
nii, nikyBanbHoi rpasi [13, 21, 31, 40].

MporHo3 gna nauientis i3 CC npu agekBaTHOMY
NiKyBaHHI, Kpim TAXKKUX popm nporpecytoyoro nepebi-
ry, ANA XUTTA NO3UTUBHMIA. Y AiTelt vacTiwe cnocTtepi-
raloTbcs obmerkeHi popmKM 3aXBOPHOBAHHA, acUMeTpis
POCTY KiHUIBOK (NpW ypaKeHHi oAHiel KiHLiBKM), BiA-
CTaBaHHSA B POCTi Ta maci Tina. Moxnmse popmyBaHHSA
BUPAKEHUX KOCMETUYHMX AedeKTiB, iHBaniAji3auia xso-
puX y 3B’A3KY 3 NopyLweHHAM GYHKLiTi ONOpPHO-PYyXOBOro
anapaTy i pO3BMTKOM BicLepanbHUX ypaXkeHb. MporHos
LWOAO0 KUTTA B AiTer i3 FOC 3HAYHO CnpuUATAUBILINIA,
Hi’K B gopocanx. CmepTHICTb ajitelt Bikom o 14 pokis
ctaHoBUTb 0,04 Ha 1M/IH. HaceNeHHA Ha pik. 'aTupiuHe
BUMKMBaAHHA —95% [7, 9, 16, 30, 31]. Halibinbl nowmpe-
Hi NpuunHK netanbHocti — IV, JIF, apuTtmii, nporpecy-
lo4a cepLeBO-/ereHeBa HeAOCTATHICTb, CKAepoaepMiY-
HUI HUpKOBWI Kpus [7, 9, 19, 22, 72].

BucHoBKM:

1. PaHHi cumntomm KOCLL MmoxKyTb ByTK Hecneuundiy-
HUMW — HE3PO3YMiNla IMXOMAHKa, BTOMa, apTpanrii, mi-
anrii, m’a3oBa cnabKicTb, HE3PO3YMiNNA Binb y XKMBOTI,
deHomeH PeliHO, L0 CTBOPOE TPYAHOL, Y AiarHOCTUL
3aXBOPIOBAHHSA.

2. Ha paHHil cTagii 3axBoptoBaHHA MOX/IMBO 3arMo-
6irTv po3BUTKY Gibpo3y Ta yCKNagHEHb, TAXKKOI aHrio-
narTii, BicueponarTii, siKi BU3Ha4YaloTb NPOrHO3 3aXBOpPIO-
BaHHA.

3. HeobxifHO BUABNATM HACTOPONKEHICTb LLOAO MOMK-
JINBOTO PO3BUTKY CUCTEMHOIO NPOLECY HE TiZIbKM Npw
baratoocepenKoBMX Ta NnowmpeHux npoasax CA, ane i
33 HaABHOCTI MOOANHOKUX 0BMEKEHNX BNALLOK.

4. Ha3zHayeHHA arpecrBHOI Tepanii HA paHHiX eTanax
po3sutky KOC/ € AouinbHUM ANnA nonepeasKeHHsa npo-
rpecyBaHHA MNATONOrYHOro NPoLEecy.

5. BpaxoBytouu nporpecytoumii y 6inbliocTi BUNaaKis
nepebir xBopobu, BaXKMBO 3BEPHYTU yBary nauieHTa Ha
060B’A3KOBICTb /1IKAPCHKOTO KOHTPOJIKO Ta perynspHe
06CTeXXEHHA A1 PAHHBLOTO BUAB/MEHHA O3HAK Mporpe-
CyBaHHA XBOpobwu Ta KopeKLuii Tepanii.

MepcnekTBM NoAanblIMX AOCAiAXKeHb. Bpaxosyto-
un, wo CCA € TaxkKot natosorieto, ocob6iMBo y aiten,
NAaHYETbCA NOAA/blUE NOMNOAEHE BUBYEHHSA LLET Npo-
6nemu, oNTUMI3aLLis aNropuTMy AiarHOCTUKM Ta iHAMBI-
OYyanbHOro Miaxoay A0 NiKyBaHHA.
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CUCTEMHA CKNEPOAEPMIA. OrnAan NITEPATYPU

KoHioweBcbKa A. A., MapxomeHKko T. A., CugopeHko H. B., Bainsep H. B., bannueBuesa l. B.

Pe3stome. CTaTTA NprCBAYEHA CyYaCHOMY CTaHy NpobnemMu CCTEMHOI CKepoaepMii y Aitein. 3pobneHo icto-
PUYHNIA eKCKYPC B YABJIEHHA MPO 3aXBOPIOBaHHA Ta ioro aediHiuii. NpegctaBneHo nitepatypHWin ornag cyyac-
HOrO YABJIEHHA NPO enigeMioNorilo, eTioNnorito, NaToreHeTUYHI BapiaHTK, iIMyHOreHeTUYHI MapKepw i NpeauKTopu
BapiaHTiB nepebiry, kKnacndikauito, nepebir, KNiHiKy cucteMHoi cknepogepmii y aitei. MNigkpecneHo, wo paHHi
CUMMTOMU OBEHIfIbHOI CUCTEMHOT CKiepodepmii MOXyTb OyTu HecneumbiyHMM — He3pOo3yMina JIMXOMaHKa,
BTOMa, apTpanrii, mianrii, m'A30Ba cnabkicTb, HE3PO3yMinnii 6iNb y >KMBOTI, GeHOMeH PeilHO, Lo CTBOPIOE TPYA-
HOLWi y AiarHOCTMLi 3aXBOPIOBaHHA. pefcTaBneHi cyyacHi KpuTepii AiarHOCTUKM CUCTEMHOI CKnepogepmii Ta ii
KNiHiYHMX BapiaHTiB. [loknagHO BUCBITNEHO OCTaHHI AaHi LWOLO MOXIINBOCTI NliKyBaHHA 3aXBOPIOBaHHA: iIMyHOCY-
npecuBHa, NPoTM3ananbHa, aHTUGIOPUHO3HA, CyAHHa Tepanis, a TAKOX NIoKasibHa, CUMMATOMaTYHa Tepanis Ta
peabinitauinHi metoan. OcobnmBy yBary npuaineHo oCTaHHbOMY MiXXHapPOLHOMY JOCBiAY BUKOPUCTaHHA FreHHO-
iHXXeHepHX bionoriyHnx Npenapartis y NiKyBaHHI CMCTEMHOI CKNiepofepmiiy Aiten — Tounnizymaody, abatauenty Ta
reHHO-iHXXeHepPHOMY MOHOKJIOHaNIbHOMY aHTWTINY o aHTuUreHa B-nimbouwntie CD20 — putyKcmaby. O6rosopeHo
nepcrneKkTBN BUKOPUCTAHHA iHFiGITOpY TMPO3MHKIHA3W — iMaTnHIOY mMe3unaty, abutysymaby, pesonimymaby, a
TaKOX POJib TPaHCMIaHTaLii ayTONOriYHUX CTOBOYPOBMX KiTUH. MiAKpecseHo, Wo AKOMOra paHHil fgiarHo3 Ta
novaToK NlikyBaHHA HA PaHHI cTafil 3aXBOPIOBAHHS MOXe 3anobirTi po3BuUTKY ¢ibpo3y Ta yCKNagHeHb, TAKKOT
aHrionarTii, BicLeponarii, AKi BU3Ha4yaloTb MPOrHO3 3axXxBOpPOBaHHA. [louinbHe Npmn3HayeHHA arpecnBHOI Tepanii
Ha paHHIX eTanax PO3BUTKY IOBEHINIbHOI CUCTEMHOI CKnepodepMil AA nonepeaXXeHHA NporpecyBaHHA NaTono-
riyHoro nmpouecy. 3pobneHy BUBOAW, WO CUCTEMHA CKIIEPOAEPMIs € TAXKKOK MATOSOriE, 0COGMMBO y AiTen Ta
noTpebye nopasnbLIero NorMbIeHHOro BUBYEHHSA L€l Mpobnemu, onTumisaLii anropuTMy AiarHOCTVKM Ta iHAW-
BidyanbHOro nigxoAy A0 NiKyBaHHA.
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ornagn NiITEPATYPU

KniouoBi cnoBa: cuctemHa cknepogepmis, fiTu, fiarHoCTUKa, NiKyBaHHSA.

SYSTEMIC SCLERODERMIA. LITERATURE REVIEW

Koniushevska A. A., Parkhomenko T. A., Sydorenko N. V., Vaizer N. V., Balychevtseva l. V.

Abstract. The article is devoted to the current state of the problem of systemic scleroderma in children. A
historical insight into the concept of the disease and its definitions is made. A literary review of the modern
concept of epidemiology, etiology, pathogenetic variants, immunogenetic markers and predictors of variants of
the course, classification, course, clinic of systemic sclerodermain children is presented... It is emphasized that the
early symptoms of Juvenile Systemic Sclerodermia may be nonspecific - unexplained fever, fatigue, arthralgia,
myalgia, muscle weakness, unexplained abdominal pain, Raynaud’s phenomenon, which creates difficulties in
diagnosing the disease. The modern criteria for the diagnosis of systemic scleroderma and its clinical variants are
presented. The latest data on the possibility of treating the disease are highlighted in detail: immunosuppressive,
anti-inflammatory, antifibrotic, vascular therapy, as well as local, symptomatic therapy and rehabilitation
methods. Particular attention is paid to the latest international experience in the use of genetically engineered
biological drugs in the treatment of systemic scleroderma in children - tocilizumab, abatacept and genetically
engineered monoclonal antibody to the B-lymphocyte antigen CD20 - rituximab. The prospects for the use of the
tyrosine kinase inhibitor — imatinib mesylate, abituzumab, fresolimumab, as well as the role of autologous stem
cell transplantation are discussed. It is emphasized that the earliest possible diagnosis and initiation of treatment
at an early stage of the disease can prevent the development of fibrosis and complications, severe angiopathy,
visceropathy, which determine the prognosis. It is advisable to prescribe an aggressive therapy in the early stages
of development of Juvenile Systemic Sclerodermia to prevent the progression of the pathological process. It is
concluded that Systemic Sclerodermia is a serious pathology, especially in children and requires further in-depth
study of this problem, optimization of the diagnostic algorithm and individual approach to treatment.

Key words: systemic scleroderma, children, diagnosis, treatment.
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