CLINICAL CASE o KIIHIYNHUA BUMNAQOK
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OcobnmMBOCTI BeeHHs nadjieHTa
3 METOTPEKCAT-PESNCTEHTHOO
BOIHULLIEBOIO CKITEPOOEPMIEID
(Mopdoes), LLO LLUBMOKO
nporpecye. KniH4YH1M BUNagoK

Boruuriesa ckieponepmisti (Mopdesi) — 1ie XpoHiuHe aBTOIMyHHe 3aXBOPIOBAHHSI CIIO-
JIYYHOI TKaHWHH, K€ XapaKTePU3yeTbcs (HiOPO30M MIKIpH Ta HUKYE PO3TALIOBAHUX
TKAHUH 1 TOTEHI[IHHO MOKe NPU3BECTH A0 IHBAXIIHOCTI i KOCMETHYHHX IIPOBIIEM.
3axBOPIOBAHHS 3a3BUYAll HE CYIIPOBO/IKYETHCS CHCTEMHUMU BUSIBAMH, TAKUMU 5K ypa-
JKEHHsT BHYTPillIHiX oprauiB, ¢pernomen Peiito uu Teseanriekrasii. Y pikicHuxX Bumas-
Kax Mopdest IPOrpecye NIBUAKO, € PESUCTEHTHOIO 10 CTaHAAPTHOL Tepalrii Ta motpebye

JIBTEPHATUBHUX METO/IIB JIIKYBaHHS.

MeToio cTaTTi € MiABUINEHHsT 06I3HAHOCTI JIiKapiB IOA0 OCTAHHIX JOCSITHEHb Y PO3Y-
MiHHI KJTiHIYHIX BapiaHTiB mepebiry Mopdei 3 akIleHTOM Ha TepareBTHYHI cTparerii Ta
iX epeKTUBHICTH Yy KOHTEKCTI 1HANBIyai30BaHOTO TiIXOMY 10 JTiKyBaHHS.

Hageneno cyyacHi 1miaxoau 10 po3yMiHHS aTOreHe3y Ta KJIiHIYHOI BapiaGeJbHOCTI MOp-
bei, miarHoCTHYHI CKJIAHOII Ta 0COOIMBOCTI BHOOPY TEParieBTUYHOI CTPATETii B yMOBax
peBMarosoriyHoi npaktuku. Ocob/MBy yBary IpULJIEHO BapiaHTaM JiKyBaHHS, 110 BUXO-
JSTh 32 MEXI TpaiuIliiiHOI Tepalil, 30KpeMa BUKOPUCTAHHIO iIMyHOOI0J0OrTYHKUX 3aC00iB.
Takoxk BUCBITJIEHO POJTH MYJIBTHIUCIATIIIIHAPHOTO T/IXOY YV BeJeHHI TaKWX TAIliE€HTIB,
1110 nepeadayae CriBIpPaIio PEBMATOJIONIB, IEPMATOJIOTIB Ta IHIIKMX CIIeIiaTiCTiB.

Ommicano BUTIAIOK 5 1-pivHOl TMAIEHTKI 3 MOP(EEIO, TIO TBHU/IKO TPOTPECYE, PE3UCTEHT-
HOTO 710 MeToTpeKcaTy. [109aTKOBUMM CUMITTOMAMU GyJIM epUTEMATO3Hi TIJISIMH, YIITiJTh-
HEHH$I HIKIpU Ta HAOPSIK HUKHIX KiHIIBOK, sIKi 3TO[0M MOIIMPUJIUCS HA BEPXHI KiHIIBKHY,
He3Bakaroun Ha 1,5 poky Teparii MeToTpercaTtoM (15 MT/TIK) i METHIIIPEHIZ00HOM
(8 mr/n06y). DisukanbHe 06CTEKEHHST BUSBIIO MOMIKMPEHE YIIiJIbHEHHsI Ta rillepIirMeH-
Tallio B 4 i3 7 30H TiJia 6€3 03HAK CUCTEMHOTO ypaskeHHst opraHis. bioricis nigrsepania mia-
THO3 BOTHMIIEBOI cKIepoaepMii (Mopgei). Kininiuno Bu3HaYeHO TeHepatizoBany (opmy,
axtuBHy (asy, crajiio II (modified Rodnan skin score — 18 Gauris, Localized Scleroderma
Skin Damage Index — 47 6axni, Modified Localized Scleroderma Skin Activity Index —
44 Gamu, 3arajbHa OLiHKa JikapeM crany maiienta (PGA) — 70 Gani). Metorpekcar
OyB 3amineHuii Ha MikodeHomaty Moderis (500 Mr ABivi Ha 100y 3 NOAAIBIIOK IHTEH-
cudikaiier) y kKoMOiHallil 3 HI3BKUMU J03aMU METHJITIPEHI30/10Hy (4 Mr/moby). Yepes
2 Mic BifisHAYEHO MPU3YITMHEHHS IPOTPECYBAHHS 3aXBOPIOBAHHS.

Onucanuii KIHIYHWIA BUTTAIOK CBIZUUTD PO BapiabesibHICTh KIIiHIYHOTO Tiepebiry Mopde,
1110 TTOSICHIOE BAKJIMBICTb PETEIBHOTO KJIIHIYHOTO CIIOCTePesKeHHsI, CBOEUACHOI 1iarHOCTH-
KU Ta IHAMBIyai30BaHOTO MiIXO/LY /10 JIKYBaHHS TAKMX NAIIEHTIB, & TAKOK HEOOXIIHICTh
TIPOBEJICHHST IOCTI/PKeHb /IS ONITUMI3allil TeparleBTIYHIX CTpaTeriii pH il MaToJIoTii.
Hagesieni cyyacHi ani cripusiTuMyTh TiBUILEHHIO OOI3HAHOCTI JIKAPIB MO0 KJIIHIYHUX
BUSIBIB MOP(el Ta MOXKINBOCTI 3aCTOCYBAHHS AI5TEPHATHBHIX METOAIB JTiKyBaHH:I.

Knro4ogi cnosa:
BOMHVLLIEBA CKNepoaepMisi, Mopdoes, MikodheHonary ModpeTun, PE3NCTEHTHICTb,
nepedir, WO LWBWAKO NMPOrpecye, METOTPeKCar.

Mop(l)eﬁ, TaKO BiZloMa sIK BOTHMIIEBA a00 JIOKaIi30BaHa CKIEPOAEPMis,
€ PIIKICHMM 3aXBOPIOBAHHSM CIIOJYYHOI TKAHWHU, JKe XapaKTepu-
3YEThC 3anajeHHsM i (ibpo3oM MIKipu. 3aXBOPIOBaHHS MOKe BpasKaTu
K fopocaux, Tak i miteit [26]. Mopdest yacTinie TpanisieTbcs B JKIHOK Ha
ATOMY AeCATUpPiudi KUTTS Ta AiTel BikoM Bim 2 mo 14 pokiB (cepemHiit
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KNIHIYHUA BUNAJOK o CLINICAL CASE

BiK MaHi(ecrariii — 45 i 10 pokiB BiZIOBiAHO). 3a
OITiHKaMH, IIIOPIYHO PEECTPYIOTH Bia 4 0 27 HOBUX
BUIAKIB HA MIJIBIOH HAaCeJeHHs. 3arajbHa MOIIN-
penictb Mopdei y cBiTi — 200 Bumazaxkis Ha 100 THIC.
HacesieHHs [17, 21].

HasBa xBopoOu MosKe TIOXOIMTHU Bijl IPELbKOTO
cioBa «popdr» (morphe), o osnavae «hopmar
ab0 «CTPYKTypas, OCKITbKU 3aXBOPIOBAHHSI 3MIiHIOE
BUTJIA]L i TEKCTYPY MIKipHU. 3TiZIHO 3 iHIIOIO BepCi€lo,
BOHA TOB’s13aHa 3 JaBHHOTPEIBKUM GOTOM CHOBH-
niHb Mopdeem, ajke ypakeHi AiITHKA HaGyBalOTh
BOCKOBOTO 260 MapMypPOBOTO BiITIHKY, [0 CTBOPIOE
Bpa)keHHs HepeaJbHOCTi [4].

Koiniuni BusgBm Mopdei pisHOMaHITHI Ta 3a71eKaTh
BiJI TUITY 11 cTazIii 3axBoproBaHH:. HalimonmpeHimmm
ii BapiaHTOM y ZIOpoc/iX € Ousatkonoaiona Gopma,
3a JKOI BPKAIOTHCS JIUIIE 30BHIIMHI Mapy MIKipH.
Tpusasticts akTHBHOI (haszu XBOpoOU CTaHOBUTH 3—6
POKIB i3 IOZAJIBIINM CAMOOOMEKEHHSM 1 PETPECOM
IIKIPHUX BUSIBIB, iHOZI — 3 pyOIsaME a00 AiITHKAMU
MOTEMHIJION Y1t 3HEOAPBIEHOT MIKIPH. Y TOOANHOKUX
BUIIAZIKax XBOpoOa MoOKe MaTu peluauBHUN abo
CTIKUI TIepebir, 10 IPOrpecye Ta MPU3BOAUTH JI0
inBamian3arii [22]. [lonpu coinbHI maToreHeTHYHI
MexaHi3MH, Mopdes i CUCTEMHUI CKJIEPO3 € PI3HUMUA
3axBopioBaHHAMI. Mopded, sk oKasizoBaHa (popma
CKJIepo/iepMii, He TepeTBOPIOETHCI Ha CUCTEMHY
hopmy. OnHAK ¥ AEIKUX BUTIAIKAX MOXKE CITOCTEPi-
ratucs MOEAHAHHS 1IUX IBOX 3axBopioBanb [33]. Ha
BiIMiHY Bi/l CHCTEMHOTO CKJIepo3y Mopdest He Ma€e
TaKWX O3HaK, SIK CKJIepojlakTuJIis, (penomen Peiino,
3MiHU KalllJIIPiB HIrTHOBOTO JIOKA, TeJleaHriekTasii un
ypaskeHHs BHYTPIIIIHIX OpTraHiB, 1110 porpecye [ 14],
110 JIa€ 3MOTY BYaCHO JiiarHocTyBati XBopoOy. OHak
0cob6BI (hopME XBOPOOHM MOKYTb MIPU3BOIUTH JIO
QyHKITIOHATPHOI HeTpare3faTHoCcTi (KOHTPaKTypH
cyr06iB), HepoodTaTIbMOJIOTIYHUX YCKIaAHEHD
i HE3BOPOTHUX KOCMETUYHMX /edeKTiB (Timeprir-
MeHTaIlii Ta arpodii mkipu) [22], mo morpedye Bix
JIIKapiB CYMIKHUX CIIEIiaJIbHOCTEN HAaCTOPOKEHOCTI
OO PAHHBOI AIATHOCTUKHU XBOPOOU.

MeTo10 CTaTTi € MiIBUIIIEHHS 0013HAHOCTI JIiKapiB
IIOJI0 OCTAHHIX JIOCSTHEHb y PO3YMiHHI KIIIHIYHUX
BapiaHTiB 1epebiry Mopdei 3 akieHToM Ha Tepa-
MEBTUYHI CTPaTeTii Ta iX e(peKTUBHICTH Y KOHTEKCTI
IHIMUBIIyaTi30BaHOTO TiAXOMY /10 JIiKyBaHHS.

ITatorenes mopgei masio BuBueHMit. BBakaerncs,
0 BOTHUIIEBA CKJEPOJepMis BUHUKAE Uepe3
MOPYIIeHHST IMyHHOI peakIlil y BiIMOBI/Ib HA TPUTEP
y TEHETUYHO CXMJIBHHUX 0Ci0, KOJIM aBTOAHTHUTIJIA
11 akTUBOBaHI T-KJIITUHY MOIMKOIKYIOTh CIIOTYYHY
TkaHuny. [le mpu3BoaNTh M0 3amasents, HaMipHO-
TO BIIKJIQ/IEHHS KOJIaTeHY Ta iHIINX KOMIIOHEHTIB
MTO3aKJIITUHHOTO MATPUKCY, IO 3PENITOI0 CIIPUIH-
HSI€ MiCIIeBY CKJIEPOTU3AIIII0 MIKIPU Ta MiIIKIPHUX

TkauuH [26, 30].

Mopdes aconifoerbes 3 renamu HLA I ra I ka-
ciB, 3okpema DRB104:04 i HLA-B37. IcHye 3B’s130K
3 IHIIMMU aBTOIMYHHUMHU 3aXBOPIOBAHHSIMU, TAKUMU
SIK PEBMaTOIIHUI apTPUT, aBTOIMyHHUI TUPEOIINT,
poscistamii ckiepos i giaber 1 Tumy. Ex3oreHHUMM
YUHHUKaMU € fAedki iudexmii (Bipyc Emmreiina-
Bapp, Bipyc BitpsiHoi Bictiu, Borrelia burgdorferi),
TpaBMU, OTlepallii, pagiaiis Ta BakmuHaiis (BLIK).
Busuano, 1110 momkopKeHHs eHA0TeMIaIbHNX KJTi-
THH € TIyCKOBOIO TTO/Ii€T0 B mmaTtoreHe3i Mopdei [30].

3arajioM MOKHA BUJIIUTU Taki (pa3u PO3BUTKY
Mmopdei |5, 26, 30]:

+ (asza cyaIuHHOI Ta aBTOIMYHHOI AUCHYHKITIT —
ITi/T BITMBOM YMHHUKIB TOBKIJLI (pafiatist, TpaBMU
ITKipH, iIHQEKITiT) y TeHeTUYHO CXUJIbHUX MAIliEHTIB
3aryckaeTbcd T-KJIiTUHHA 3anajbHa peakilid i3
3aTyIeHHSIM IIa3MAaTHYHUX KITITHH Ta €03UHOMIIIIB
HABKOJIO CYZIVH i aIHEKCATBHUX CTPYKTYP Y A€PMi;

- paHHs 3anajbHa (pa3a XapaKTepU3yEThCs aKTH-
BaIli€ro iMyHHOI cucTeMU (IIJISTXOM 3a/TyIeHHS TTPO-
3alaJIbHUX ITUTOKIHIB TpaHC(hHOPMYBAIbHUN (PAaKTOD
pocty B (TGF-B), intepmetikin-23 (1J1-23), [JI-17A).
3anasentsi aktuBye (GibpobaacTu Ta CTUMYIIOE
BUPOOJIEHHSI KOJIATEHY;

- (ibposna/cknepornyna ¢asza — npodibpo-
trani nurokinu (1JI-4, 1JI-6, TGF-B) ctumymooTh
Ha/MipHe BUPOOJIeHHs KoJiareHy (ibpobiactamu
B yPasKeHUX TKaHUHAX, 0coOnBo Komareny I ta 111
THUIIIB, IO TPU3BOJUTH /IO YIIIJIbHEHHS 1 3aTBEep/IiH-
u4 mkipu. Ckiepo3 HapocTae, POPMYIOThCS MILIbHI
KOJIAT€HOBI IIYYKH B IEPMi, 3MEHIITYEThCS KiJTbKIiCTh
MOTOBUX 3ay03 i cyanH. CyInHN TTOTOBILYIOTHCH,
3BY’KYETbCS IXHII POCBIT;

- arpodiuna ¢aza — ypaskeHa MIKipa CTa€ TOH-
KO0 Ta aTpodivH010. ATpodist IKipu 301/IBITYETHCS
IIpU 3MeHIlIeHHi cKkyeposy. EniziepMic cTOHITY€EThCS,
6a3ajbHI KepaTWHOIUTH HAKOIMYYIOTh IiTMEHT,
il HUMU 3’ IBJISTIOThCSE MeJTaHo(daru. BinbyBaeTbest
MIOBHA BTpaTa MIKIPHUX MPUAATKIB i Cy/IUH.

Oco00MBOCTI KJIIHIYHUX BUSIBIB

BOTHHUIIIEBOI CKJIEPOIePMil

Kniniuni BusiBu Mopdei pisHOMaHITHI Ta 3aJe-
KaTh Bifl TUNY ¥ cTajil 3axBopioBanHd. OCHOBHY
yBary IpUALISIOTh XapaKTepHUM 3MiHAM Ha MIKipi
Ha TPUJIETINX TKaHUHAX, SIKi MOKYTh OYTH Pi3HO-
MaHiTHUMH |14, 22, 26]:

- yepBOHYBaTi 260 ioIeTOBI OBABHI MJISIMU HA
IIKipi, YaCTO Ha JKUBOTI, IPYAsIX ab0 CINHI;

+ IUIIMU, SKi MOCTYNOBO CBITJIIIAIOTH 13 II€H-
TpaJIbHOI YaCTUHU HA30BHi;

- JTiHIHHI TIIMH, 0c06JNBO Ha pyKax abo Horax,
a TaKOK Ha JIoO1 260 BOJIOCUCTI YaCTUHI TOJIOBH;

-+ TIOCTYTIOBA 3MiHa XapaKTepy ypaskeHoil IIKipH,
sIKa CTa€ TBEPJOIO, TIOTOBIIEHOI, CYXOI0 Ta OJuc-
KY4JOIO.
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IIpu Mopdei HaityacTiire CIoCTEPITaEThCS CKITe-
pO3yBaHHS MIKIPU Ta MiAIKIPHOI KJITKOBUHH,
V TSDKKUX BUTIQIKAX MTPOIIEC MOKe TOMTUPIOBATUCS
Ha M'A31 1 KICTKU.

Mopdest Moke TaKOK MaTH IMO3AIIKIPHI BUSIBH
B 32 % niteit ta 21 % mopocaux [3], siki vacrimme
TPaNJISAIOTHCS MTPU JiHIMHOMY Ta TeHepaTi30BaHOMY
migTumnax. /lo aux Hamexats [24]:

M’s130BO-CyTJI000Bi (Mio3uT, (hactuit i apTpurt);

- HeBPOJIOTiuHi (rOJIOBHUI 0isib, MiTPeHb, CYI0-
MM Ta eImiJIerncis);

- ouHi (yBeiT).

Jiarnoctuka mopdei

[iarHocTrka 3a3BUYall IPYHTYETHCS HA KJIIHIYHIX
O3HaKax, a caMe Ha BUSBJIEHHI XapaKTEepPHUX ypa-
JKEHb TTi/T Yac 30BHINTHBOTO OTJISIAY IMIKIPHU U aHATi3i
cumnToMiB. [Topasblii liarHOCTUYHI KPOKU T10JITA-
I0Th y 3allepeueHHi iHITNX 3aXBOPIOBAHb YU CTAHiB,
3okpema cucteMuux [30].

bBioricito nkipu, miAMKipHOI KJIITKOBUHU Ta hac-
11ii TPOBOJIATD Y CKJIQJIHUX JIIaTHOCTUYHUX BUTTQ/TKAX.
Bona mae 3Mory BUSIBUTH XapaKTepHi CKJIEPOIEp-
MiYHI 3MiHU B KOJIareHi Ta 3amajbHi iHiasTpaTy,
BU3HAYUTH CTYIIHb AKTHBHOCTI XBOPOOU.

OcHoBgHi cta/iii tTaToMOp¢OIOTriYHNX 3MiH

ypaskeHHX IUIAHOK mKipu mpu mopdei [26, 30]

3ananvna

- VY 3paskax cIoOCTepiraeTbcs 3amnajbHUN
iHQinpTPaT HABKOJO MPUIATKIB MIKIPU Ta CY/AWH,
10 MiCTUTBH TTepeBAKHO JIMGPOIIUTH 1 TIJIa3MaTUUHI
KJITUHU

- MosyTb OyTH HasiBHI €03WHOMDIIN, MACTOIITH
Ta Makpodaru

- 3amasieHHs MOXKe TONTUPIOBATUCS HA TTiIITKIp-
Hi TKAHWUHU

- Croctepiraiorbest HaOPsIK TKaHWH, 301IbIIeH]
3BUBUCTI CY/IMHU, @ TAKOK IMOTOBIIEHI KOJIareHOBi
BOJIOKHA

Cxaepomuuna

- BigOyBaerbcss roMoreHisailisi COCOYKOBOTO
HIapy ZiepMu 3 MOTOBIIEHHSM KOJIareHy, 1[0 MOKe
HOIMPIOBATUCS B PETUKYJISAPHUN 1Iap gepmu abo
riuoIe

- JKupoBa TkaHWHA HABKOJIO ATTOKPUHHUX 37103
3MEHIIYETLCSA

- Ilpwu 36isbIeHH] TTTMOUHI CKIEPOTHIHUX ypa-
JKeHDb CIIOCTEPIraeThCs CTUCHEHHS Ta BTpaTa IIpuar-
KiB TIKipy (HAIIPUKJIa, CATbHUX i TIOTOBUX 3a7103)

CrioTcepiraeTbcsi 3MEHIIIEHHST KiMbKOCTI CYTIH,
MOTOBIIEHHs iXHIX CTIHOK 3a paXyHOK (hibpo3y Ta
3By KEHHS ITPOCBITY

- Y Bumagkax mGokoi Mopdel marosoriuHi
3MiHM MOMUPIOIOTHCS Ha PETUKYJISTPHUH 11ap JIepMHU,
MANIKIPHY KITITKOBUHY Ta (hacitio

Ampodghiuna

- CrmocTtepiraetbcs TMOCTYIIOBE 3MeEHIIEHHS
3aMaJybHOTO iHMILIBTPATY, perpec CKIePOTUIHUX 3MiH
i aTpodisg MpuAATKIB MIKipH

- XapakTepHOIO 03HAKOI0 € HasBHICTb TeseaH-
riekrasiit

- DbazanpHi KepaTUHOUUTU AEMOHCTPYIOTH TiT-
MEHTAIIII0 Ta HAKOTTMIeHH MeJTaHodariB

IMyHoricTOXiMiYHe AOCTi;KEHHS He BUSBIISIE iMy-
HOTJIOOYJTiHIB y Oa3abHill MeMOpaHi, 3a BUHATKOM
JIiHITHOI MOpdei, 3a K01 MOKIIIBe AenoHyBaHH: [gG
ta Komiiementy C3 y BUTIIsII JTiHiiHOT 60 3epHuC-
Toi charyopectienttii. [Hdinsrpar mepeBaxHO MiCTUTH
T-xennepu (CD4") ta riutortokcuyni T-mimdorutu
(CDS8"), mo BKasye Ha KJIITHHHO-OIIOCEPETKOBAHY
iMyHHy BinoBizb. Brpata CD34 -BepeTeHomnomioHmx
KJITUH, gKi € TIoNepeHUKAaMU eHAO0TeNiaJbHuX
KJIITHH, CBI/IYMTB ITPO MopyleHHd aHriorenesy [30].

JlabopaTopHi mocrimgkeHnHs (3araJbHHIT aHa-
Ji3 kpoBi, 6ioximis, C-peakTuBHUI O6iJIOK) He
€ 000B'SIBKOBUMU [/l IATHOCTHKK Ta CIIOCTEPE-
JKEHHA 3a TallieHTaMu 3 MOPQe€r, ajae MOXYTb
OyTH KOPUCHUMU JJIsl OI[HKKM 3arajJbHOTO CTaHy,
0COGJIMBO TP PO3TJISIli CUCTEMHOTO JIKYBaHHSI.
ANA-ckpuninr € no3utusHuM y 18—68 % Bumakis,
IIpU IIbOMY cHeludiuHi aHTUTLIA, XapaKTePHi s
CUCTEMHOTO 3aXBOPIOBaHH4, BiZiIcyTHi. EosmHodimis,
rineprammarsioOyinemist, migsuiierass IIIOE Tta
piBHs C-peakTuBHOro OiJIKa € MapKepaMu aKTHB-
HOCTI 3aMajieHHS.

[lomaTtkoBi Meroau Bidyasisamii ITOKa3aHi IIpU
ypaskeHHi TOJIOBH, OYeil UM KiHITIBOK, i /efasti yac-
Tillle BUKOPUCTOBYIOTHCS /I OLIIHKU aKTUBHOCTI
3aXBOPIOBAaHHS, BU3HAUEHHS CTaJIil Ta BiATIOBiI Ha
JikyBaHHg [29].

BucokouactoTHa KOJIBOPOBa MOMILJIEPiBCHKA
cororpadis (18—20 MI1) mae 3Mory BUSBUTH
XapaKTepHi yJIbTPa3BYKOBI O3HAKW aKTUBHUX ypa-
KeHb Mopdei: TTOTOBIIEHHS IIKipH, HEOTHOPIAHY
€XOCTPYKTYPY MiIMKIPHOI KJIITKOBUHU 3 YeEpTy-
BaHHAM TillePeXOreHHUX 1 TioeXoreHHUX JIISHOK,
a TaKO’K 3HMKEHHS 11 eXOT€HHOCTI Yepe3 CKIepOTHY-
Hi 3minn. Enacrorpadis scysroi xsuiti (SWE, Shear
Wave Elastography) mozeriiye pantio 1iarHoCTHKY
aKTHUBHOI (basy XBOPOOWM y BUIJISIAI ITiABUIEHHS
JKOPCTKOCTI MIKipu. MarHiTHO-pe30HaHCHA TOMO-
rpadis ga€ 3MOry OI[HUTH TIMOUHY YpaKeHHS,
0CO6JIMBO IIPY reHepasIizoBaHiii Ta rnboKii hopmax
Mopcei. Kpim TOrO, MarmiTHo-pesoHaHCHA TOMO-
rpadist TOJIOBHOTO MO3KY MOKe OyTH KOPHUCHOIO
IU7IST TIaTHOCTUKY HEBPOJIOTIUHUX YCKIAMHEHD TIPU
kpaniodartianpHili Jokamizarii mporecy [12].

MeTtoz HIrTHOBOI KaliJIApOCKOIii Mae 0cobImBe
3HAUEHHS, OCKUJIBKH JIA€ 3MOTY IIBUKO 3aII€PEUUTH
CUCTEMHU CKJIEPO3 i/l YaC MePBUHHOI OI[IHKU.
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udepenuiiina riarHoCTHKa

Ha pannix cragisix Mopdero Moxe OyTH CKIIagHO
BIZIpI3HUTU Bix 6arathbox 3alaJbHUX AEPMATO3IB
(CKJIEPO3YBaILHOTO JIiXeHa, KiJIbLEeoAi0HOI rpaHy-
JIbOMH, XPOHIYHOI €PUTEMH, III0 MITPYE, a00 IepMaTo-
3y, CHIPUYMHEHOTO JIKAPChKUME 3aC00aMM ), 2 TAKOK
KapIIMHOMU €N cuirasse» Ta JirnoiepMaToCKIepo3y.

Y KJiHIYHIT TPaKTUIl 0ocobJiiBe 3HAUEHHSI Ma€
3aliepeyeHHsI CUCTEMHOI CKJIepojiepMii Ha eTarli
MepBUHHOI AiarHOCTUKYA Mopdei. HagsuicTs crre-
nn(pIYHUX 30BHINHIX BUSBIB, 30KpeMa JIMI[bOBUX
(MackomnoaiGHwit BUTTISL 00/ Ys, A3b00OTIONIOHMI
HiC, TeJIeaHTieKTa3il Ta MIKpOCTOMisI), CYAMHHUX
(dbenomen Peiino, ckaepomakTuis, pyOIi Ta auri-
TaJIbHI BUPA3KM), a TAKOK ITO3UTUBHUX CEPOJIOTIU-
HUX MapKepiB (aHTH-1IeHTpoMepHi ab0 anTH-Scl-70
AHTUTLIA) y TIOEAHAHHI 3 O3HAKAMU CHUCTEMHOTO
ypaskeHHsI BHYTPILIHIX OpraHiB, HiATBEp/UKYE [ia-
THO3 CUCTEMHOI cKJyiepozepMii [32].

[ToxiGHoI0 10 MOphei Moke GyTH KapIliHOMa «en
cuirasse» — iHAypoOBaHi OJISIIIKK, IO OXOILTIOIOTH
IIKIpY, SgKa MOKPUBAE TPYAU, MOXYTH CBITYNTH TIPO
HasIBHICTb OCHOBHOI ITyXJIMHK MOJIOYHOI 3271031 ab0
pifiiie — iHIMMUX HOBOYTBOPeHb. KpiM TOTO, TaKi 3MiHI
MO>KYTb BUHUKATH SIK YCKJIQIHEHH pajtioTepartii [2, 8].

JlimozlepMaTocKIepo3 € YaCcTUM YCKJIATHEHHSIM,
TTOB’SI3aHUM 13 XPOHIYHOIO BEHO3HOIO HEIOCTATHICTIO,
110 XapaKTePU3y€EThCS MINPKYIIPHAM 3aTBEP/IHHIM
IIKipY Ha TOMIJIKaX i3 XapaKTEPHUM BUTJISIOM TIepe-
BEPHYTOI IJISANIKY [TAMIIAHCHKOTO [25].

Mopddest moske MaTh pi3Hi KJAiHIYHI (hOPMU — Bijl
0OMesKeHUX OJISIIIOK /10 TeHePaTi30BaHOTO YPakeH-
HS TMIKIPH, [0 YCKIIAJHIOE CTBOPEHHS €IMHOI KJIach-
(dikarii, sska 6 OXOIIIOBaIAa BCI MOKJINBI BapiaHTH
3aXBOPIOBAHHS.

Knacudikaist mopdei

(3a manmmu A. Kreuter et al. [15])
Obmedncena

- GuALIIKOBA

- KparurenomibHa

- arpodoxaepmis Ilazini-Iliepini
Twboka

- OKpeMa rimboka

Ienepanizosana

- TeHepasi3oBaHa
MAHCKJIePOTUYHA, 110 IHBAJIIU3Y€E

Jlinitina

- Mopdest KiHITIBOK

- «ynmap mab6Jeio» (en coup de sabre)

- reMiaTpoist 06JIMYYs, IO TPOTPECYE
(curapom ITappi-Pombepra)

- eozuHOMimpHMI pactiiT (cunapom [lympmana)

Smiwmana
. [OEQHAHHS BUIE3a3HAYCHUX TUIIIB

Oo6mexena (opma Haiyacrile TPaTIsIEThCS
Y BUTJISAZT GJISTIOK, OKPYTJIX a00 OBAJIbHUX, KOB-
TYBaTO-01JI0TO Y1 KOPHYHEBOTO KOJIBOPY, HA PISHUX
JUISIHKaX Tija. AKTHBHI OJAIIKM MOXKYTh MaTu
(dioseroBe Kibile 1o kpat. Kparurenoaiona hopma
XapaKTepU3y€EThCst APIOHUME JKOBTYBATHMU ILIIsI-
Mamu. Atpodozaepmis IMazini-Iliepini — pigkicHUA
BapiaHT 3 rineprnirMeHTOBAaHUMU, 3JIeTKa 3arajuMu
Oismkamy 6e3 3amaneHHs. [HOAI TPaILISIOTHCS
GyJIbO3HI Ta KeJIOIIHI (hOpMHUL.

I'muboka Mopdes BUABISLETHCA MTOOLMHOKUM
ypaskeHHsIM y BepXHiil yacTuHi cnuHu abo Ha KiH-
IiBKaX, ypaska€ rnOOKi mapu MIKipu, MiAKipHy
KJTITKOBUHY Ta (hacIIio.

TenepamnizoBana dhopma XapakTepU3yETHCS MHO-
KUHHUMH OJIAIIKAMHI, 0 3JIHBAIOThCS, TEPEBAKHO
Ha Tys1y6i Ta KiniiBkax. CriocTepiraeTbesi HasIBHICTh
YOTUPHOX 200 OiJIbIIe CUMETPUYHUX YPaKeHb IIKipU
po3mipoM > 3 ¢M y ABOX abo OiJibllle aHATOMIYHUX
JJIIHKaX Tija i3 7. TSKKUM BapiaHTOM € TIaHCKJIe-
poruuHa Mopdest 3 ypaKeHHIM TITHOOKUX TKaHWH,
110 1HBAJII/TU3YE.

Jliniitna popMa Ma€ BUT/IST OQHOOIYHUX JIHITHIX
ypaskeHb Ha TOJIOBI Ta KiHIlIBKaX, 0COOJIMBO B AiTEil.
MoskyTh Bpaskatu fepMmy, MiAMIKIPHY KJIITKOBUHY,
M’s13H, TH/JIETTI KiCTKU. YpaKeHHs Ha TOJIOBi Ha3M-
BalOTh «yap mabJeo», a remiatpodito obmyus —
cunzgpomom Ilappi-Pombepra. Eosunodinbuuii
(aciiit BUSABISIETHCA HAOPSAKOM Ta IIOAAJIBIINM
CKJIEPO30M KiHITiBOK.

O6meskeHa Mopdest BBaKA€ThCsI JIETKOWO (hop-
MOIO, TOi SK JIiHiliHA Ta reHepai3oBaHa Mopdest
€ TSDKYMMU TiATUITaMi. [7TnOnHA ypaskeHHsT TKaHIH
TaKO’ BiJIIrPa€ BaXKJIUBY POJIb IIPU OIIHIT TIAKKOCTI
3aXBOPIOBAHHS: 3a/Iy9eHHSI MiIIKIPHOI KITITKOBUHA
CBITUUTD TIPO TSIKUUI TIEPEDIT.

IIpu cknepoaepmii, 3okpema Mopgei, BUKOpHUC-
TOBYIOTH Pi3HI JIarHOCTUYHI IIKAJIW JJI OI[iHKU
CTYTIeHsT YpaskKeHHsT MIKIpU I aKTUBHOCTI 3aXBOPIO-
BaHH, 30KpeMa [6]:

- mLoSSI (Modified Localized Scleroderma
Skin Activity Index). I1s mkama 1ae 3Mory BU3Ha-
YUTHU aKTUBHICTH MOpdei Ha Mi/ICTaBl TAKUX KPUTe-
piiB, SK I10sIBa HOBUX yPasKeHb, €pUTEMa, iHAypallis
Ta MOTOBIIEHHS MIKipHu. KoskeH KpuTepiil O1iHI0I0Th
3a 1mKasioio Big 0 10 3 6auis, ae Bulili Gaiu BKa3yloTh
Ha OiJIbIITy aKTHBHICTB;

- LoSDI (Localized Scleroderma Skin Damage
Index). IIs mkana ma€ 3MOTy BU3HAYUTH CTYIIiHb
TTOTITKO/IKEHHS TITKIPH, CTPUYNHEHOTO MOpdeEio 3a
TaKUMU KPUTEPISIMU, K aTpodis AepMHU Ta TiANIKIP-
HOI KJIITKOBWHM, AemirMenTaitisa. Koxken xpurepiit
OIIHIOIOTB 3a 11Kaj0i0 Bz 0 10 3 Gauis, fe Bul 6aiu
BKa3yl0Th Ha OiJIbIIIe MOMIKO/KEHHS;

- LoSCAT (Localised Scleroderma Cutaneous
Assessment Tool). [1eii incTpyMeHT BUKOPHUCTOBYIOTD
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JUIS OIIIHKK SIK aKTUBHOCTI Mopdel, Tak i MOIIKO-
moxenss mkipu [31]. Bin micturs LoSAT (Localised
Scleroderma Skin Activity Index) Ta LoSDI. LoSAI
Jla€ 3MOr'y OIIHUTH epuTeMy, IHAypalliio Ta IOsSBY
HOBUX ypaxeHb, a LoSDI — gemirmenTartito, atpo-
(ito nepmu Ta MiANIKIPHOI KTiTKOBWHM;

Morphea Activity Measure. 11a mkana, pos-
pobJieHa HemogaBHO, MicTUTh 10 IyHKTIB, AKi eKc-
MePTU BBAXKAIOTh BAKJIUBUMU [IJIS OIIHKU aKTUB-
HOCTi Mopdei: MosiBa HOBUX yPaKeHb, 301TbINCHHS
pPO3MIpy ypaxkeHb, PO3BUTOK aTpodii, eputema,
(iosieToBMIT KOJIP, TEILIO Ha IOTHK, iHIypailis, 6i1o-
JKOBTHI ab0 BOCKOBWMI BUTJIsIZ, OJUCKYYInid Gijmmii
BUIJIA 1 TIJT01IA yPaskeHOl MOBEPXHI TiJia;

moaucikoBaHa HIKajaa OouiHKK mKipu PogHana
(modified Rodnan skin score, mRSS). Ile incrpy-
MEHT [IJIs1 OITIHKU CTYIEeHs 3aylydeHHs MIKipH, TIpo-
THO3YBaHHsI 1Iepediry 3aXBOPIOBAHHS Ta MOHITOPHHTY
CTaHy TIAIIIEHTIB i3 CUCTEMHOIO CKJIEPOJIEPMIEIO, aje
TaKOK MO’Ke 3aCTOCOBYBaTHCA Tpu Mopdei. MeTon
IPYHTYETBCS Ha Tasbnaliil mkipu B 17 aHaTOMIYHUX
JUJISTHKAX TiJia 1 Ja€ 3MOTY OIIHUTH TOBIIVMHY HIKipU
3a ka0 Big 0 1o 3 Gamis: 0 — HOpMaJIbHA IIKipa,
1 — He3HAUHE TIOTOBITIEHHS, 2 — TIOMipHe MOTOBIIEH-
Hs1, 3 — BUpa3He MOTOBIIEHHST (HEMOKIMBO 3i6paTit
MIKIPY B CKJIAAKY ). AHATOMIYHI JiJITHKH, 110 OIiHIO-
IOTBCST: OOJTYYsI, TIEPEIHST YaCTHHA TPY/IHOI KJITKH,
JKUBIT (TIpaBuii Ta JIiBUET GOKIM OKPEMO ), MTAJIBII, TIepe/-
TJIYYs, TIJIedi, CTerHa, TOMIJTKYA, THUJIbHA TOBEPXHS
kucreid i cror. Cyma 6asiiB 3a BeiMa JiIsTHKaMK — e
3araJbHUI TToOKa3HUK 32 kaaoo mRSS. 1o Bummii
GaJ1, To OLJIbII BUPa3He yPasKeHHsI IKIpH. 301IbIIeHHs
6aJtiB TIPK MOHITOPUHTY MOJKE CBITYMTH TIPO TIPOTPe-
CYBaHHSI 3aXBOPIOBAHHS, TOAI K CTaGLIBHICTD ab0
3MeHIIeHHsI GaJliB — MPO TIO3UTUBHY IMHAMIKY.

BI/I6ip KA/ 3QJI€3KUTh BiJl KIIHIYHOI CATYaIlii Ta
1iseit orinku. /leski 3 HaBeZeHUX IIKaJ € BiTHOCHO
HOBUMHK # TIOTPEOYIOTh TIOJA/IbIIOr0 BUBYEHHS Ta
BaJTiTAITii.

JlikyBannst Mopdei

JIikyBaHHS 3a/€XUTh Bil HOPMHU U TSKKOCTI
3aXBOPIOBAHHS.

He icuye mpemapartiB Bix Mopdei. Tepamis 3amm-
HIAETHCS CePHO3HOIO KIIIHIYHOIO IIPOOJIEMOIO, OCKiIb-
KK 11epebir XBopoOu Ma€ IBi cTaiii: aKTUBHY
(3amanpHy) # aTpodiuny. Uepe3 pisHi maToreHe-
TUYHI MeXaHi3MH, 1[0 JeXKaTh B OCHOBI IIMX CTaJil,
JiKyBaHHS Mopdei € mudepenitiiioBanuM [6, 26, 27,
30]. Bubip Teparrii 3a1e;KUTh Bifl piBHS aKTHBHOCTI
3aXBOPIOBaHHS, IJIMOMHU Ta TIJIOII YPasKeHHS, HastB-
HOCTI (PYHKITIOHATTBHUX TTOPYIIEHbD, MO3AMIKiPHIX
BUABIB 200 KOCMETUYHUX Je(EKTIB.

B akTuBHY hazy JikyBaHHS CIIpSAMOBaHE Ha TIPU-
THiYEHHST 3a11aJIbHOTO TPOIieCy, cTabiisalio po3mi-
Py HasIBHUX ypasKeHb Ta 3aII00iraHHs OSIBI HOBUX.

Jlist 1IbOTO 3aCTOCOBYIOTH MiciieBi abo cucTeMHi
KOPTUKOCTEPOI/IA, IMyHOCyIpecopru (HAIIPUKJIA/L,
MeToTpeKcar), (poToTepariito Ta iHIII METO/IH.

Y dazy aTpodii, Ko 3anaseHHsa BXKe yCYHYTO,
OCHOBHA MeTa JIKyBaHHSI — TIOJIIIIIECHHS 30BHII-
HBOTO BUTJISY IIKipH, 3MeHITIeHHs aTpodii Ta Bis-
HOBJIEHHA 1i estlactudHOCTI. Ha Xasp, ebeKTUBHICTD
Teparii B 11ifl pasi oOMekeHa. MosKHa 3aCTOCOBYBaTH
MicCIIeBi 3acO0M IS TIOJTMIIIEHHST MiKPOITMPKYJISIII,
3BOJIOJKYBAJbHI KpeMH, (izioTepaneBTHYHI MpoIie-
JIypHU Ta iHIII METO/U.

Cepen MeTomiB JiKyBaHHSI MOpPQel BUIIIAIOTH
3arajpHi HeapMaKOJIOTIUHI 3aX0[U, MiCIeBY Ta
cUCTeMHYy Tepariio [27].

Bapiantu sikyBanus mopdei

(3rigao 3 Up-To-Date) [23]

Micuese nixysamnmus

+  KpeMmu 3 BiTamiHOM D (KasbIUmoTpien) s
MOM SIKIIIEHHST IIKiPHUX TJISIM

+ KOPTHUKOCTEPOIZHI KpeMW [Jis 3MEHIIEeHHS
3anajeHHs

+ IHTpasiepMaIbHO KOPTUKOCTEPOIN /I 3MEH-
IEHHST 3aMaJIeH st Ta 3a100iraHHsI IPOTPeCcyBAHHIO

- Ma3b Takposimycy 0,1 %

KaJIBIIUIIOTPION Yy MOEMHAHH] 3 GeTaMeTa30ny

JUIIPOITIOHATOM

Cucmemne niKysamms

+  cBiTyoTepamis (¢oTroTeparisi) i3 BUKOpHC-
TaHHSIM yJIBTPahioIeTOBOTro CBIT/IA 7SI TSIKKOT a00
reHepasizoBanoi Mopdei (yasrpadiomer A1 (UVA1L),
By3bkocmyToBuil YO B (UVB) i mmmpoxocmyroBuii
YO A (UVA)

IMyHOCYTIpeCUBHI TperapaTu (MeTOTpeKcaT

y KOMOiHaIlii 3 KOPTUKOCTEPOIZOM, TiAPOKCHXIOPO-
XiH, MikoeHoIaTy MODeTnI)

- abararient [is1 JiKyBaHHs MOpdei 3 TIHOOKIM
YPAKEHHSIM TKAHUH

+ TommIi3yMab IS TKyBaHHS I0BEHITHHOI MOP-
el B malieHTiB, SIKi He BiJITIOBiJIM HA METOTPEKCAT,/
Mikoenomar

Tnwi memoou nixyeanst

+  TICHUXOCOIiaJIbHA iITPUMKA

- (pizioTeparis

+ Macax

- mimMdoapeHaxk

+  OPTONEIUYHA, TITACTUYHA Ta ITeJIeTTHO-TUTIeBA
Xipypris

Cucremue JikyBaHHd Mopdei 3a3BUYail TIPU-
3HAUAEIOTh y BUIAIKAX, KOJU MicIlleBe JIKYBaHHS
HeeekTHBHE a00 KOJIM 3aXBOPIOBAHHSI MAa€ arpe-
CUBHIIIUH mepebir, MOUMPIOEThC BIJIUO Ta BIIUD,
SIK TTPU TeHepasli30BaHOMY, JIIHITHOMY Ta IJIO0KOMY
KJIIHIYHUX BapiaHTaX, a TaKOK 3a HasBHOCTI 103a-
NIKipHUX BUSBIB [, 14, 22, 26, 30].
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MetoTpekcaT € TpenapaToM IepIiol JiiHil aJis
CUCTEMHOTO JIiKyBaHH: Mopgei K oKpeMo, Tak i B
KoMOiHamii i3 CUCTEMHUMM TJIIOKOKOPTUKOCTEPOI-
namu [28]. PekoMenoBana cepeTHLOTIKHEBA 103a
15—25 Mr mokaszasa BUCOKY e(DeKTUBHICTH MO0
3HIKEHHS aKTUBHOCTI IMKIPHUX ypaskeHb Ta 3arlo-
GiraHHs1 IPOTrPeCyBaHHIO XBOPOOHU BIIPOJIOBIK OHOTO
poky Tepamii. OHaK y JeIKUX BUTIQAKAX Mopdes
Moske OyTH Pe3UCTEHTHOIO 710 MeToTpekcary [10].

ModeTtnn mikodeHoMATY TPU3HAYAIOTH TAITI€H-
TaM, SIKi He BiAIMOBIIAalOTh Ha JIKYBaHHS METOTPEK-
CaToM, He MePEeHOCSITh HOro abo MArOTh TPOTUTIOKA-
3aHHsI Ta,/ab0 TP PEIMANBHUX TSHKKUX BUIAKAX
[18]. docmimxenns mokasansu, MO MiKOheHOJATY
ModeTH 100pe TePEeHOCUTHCST Ta MOKE CIIPHUSITU
crabisizanii abo MoJIIIIeHHIO CTaHy B MAlli€HTIB i3
Mopeero [20].

JlixyBaruas Mopdei € 3HAYHUM BUKJIUKOM IS
cydacHol MmeaunuHu. llompu mUpoOKUil CHEKTp
JIOCTYTIHUX TIPeTiapariB, JKO/leH 3 HUX He € YHiBep-
CaJIbHUM PIIIIEHHSIM, TPUBAJIA TePaIlis 4acTo CYIpo-
BOJIKYEThCS CEPHOBHUMM TOOIYHUME  edeKTaMu,
a e(heKTUBHICTB JIIKYBaHHSI MOJKe Oy TH HETPUBAJION.
KpiMm Toro, 3HauHa YacTWHA TAIli€EHTIB He pearye Ha
TPaUIIHI METOIM JIIKYBaHHS, 1110 OTPEOYE MOIIry-
Ky HOBUX TepareBTUYHUX cTpareriit [5]. Y mpomy
KOHTEKCTI OCTaHHi OCSTHEHHSI B PO3YMIiHHI I1aTO-
rene3y Mopdel BiIKpUBAIOTh HOBI MOKJIUBOCTI 7SI
3acTocyBaHHsI OiJIbIIT e(PEKTHBHUX i GE3EUHIX METO-
IiB JIiKyBaHHs, 30KpemMa Oioreparii. Hampuriaz,
1JI-6 Bimirpae mpoBiHY poJb Y PO3BUTKY Mopdei,
CTUMYJTIOIOYH 3amiajieHHst Ta (piGpO3 MIJISIXOM BILIUBY
Ha (hibpobracTy, BUPOOJIEHHS KOJIareHY Ta MaTPUKC-
HUX METAJIOTIPOTEeiHa3, TOPYITYIoun AudepeHTiiaIio
kit CD4" y Th17 uepes TGF-p [34]. Pisenn 1J1-6
IiJIBUIIIEHUI Y CUPOBATIIl KPOBi Ta ypaskeHil 1Kipi
namienTiB. Torurizymad, aHTUTIIO 0 pelenTopa
1JI-6, mpomemMoHCTpYBaB TO3WTUBHI PeE3yJIbTaTH
TP 3aCTOCYBAHHI SIK Y iTeH i3 TSKKUMU (popMaMu
Mopdei, 30kpeMa 3 ypakeHHSIM cyrio0iB, Tak i B
nopocaux [16].

[H1I010 TIOTEHITIMHOIO MIIIEHHIO JJIS BIJIMBY
e muax JAK/STAT, mo sanexuts Bim TGF-f.
Jocnigxenns mokasanu, o inriéitopu JAK 60-
KytoTh ¢ibpo3 mkipu, cnpuunHennii TGF-B [19].
Todarurusio, inriditop JAK1 /3, ciipusis modririeH-
HIO CTaHY IIKIPH Ta PYXJIMBOCTI CYIJI00iB y BUTTAJKaX
reHepasioBanoi Mopgei Bxke TMPOTATOM MEPIIOTO
MiCSIST JTIKYBaHHS, OCSITAl0YN MaKCUMaJbHOTO
eexty uepes 11—16 mic [13].

Abatauent, pekoMmbiHaHTHMIT Oil0OK, 10 6JI0-
Kye aktuBaiiifo T-miMdOIuTIiB, € MePCIEKTUBHUM
BApIaHTOM JIKYBaHHS TSKKUX I Pe3UCTEHTHUX [0
cTaHmapTHOI Tepartii opM Mopdei. Bin mpomemon-
CTPYBaB BUCOKY e(heKTUBHICTb IMOAO 3MEHIIEHHS

dbibposy [11].

Mopdest pizKo 3arpoxKye KUTTIO, ajle MAE XPO-
HIYHUI Iepebir i3 mepiogaMu peMicii Ta 3arocTpeHb.
Jlesiki bopMu MOXKYTh TIPU3BOAUTH 10 (PYHKITIO-
HaJbHUX TOPYIITEHb, KOCMETUIHUX AeeKTiB i mcu-
XOJIOTIYHUX TIPOOJIEM, 3HIDKYIOUHM SIKICTh SKUTTSI.
Penunusu crioctepiraiotbes y OJIM3BKO YBepTi Marfi-
€HTIB, Yacritie B fiTei [3, 27]. YuHHMKaMU PU3UKY
peluIuBy € paHHIl BiK MOYATKY 3aXBOPIOBAHHS,
iforo tun (0cob6MBO JiHiiHA (hopMa 3 ypaskeHHSIM
KiHIIIBOK Ta TeHepaji3oBaHa (opma), 3aTpUMKa
3 TIOYATKOM JIiKyBaHHS Ta HASIBHICTb TUTPIB aHTU-
HYKJIEADHUX aHTUTiI. AKTUBHA (pa3a 3aXBOPIOBAHHS
TPUBAE JOBIIE B JiTel, WO CBIAYUTH PO HEOOXIiN-
HICTh TPUBAJIOTO CIIOCTepeKeHHsA. PaHHE JliKyBaH-
HS aCOIIIOETHCS 3 MEHIIOI0 YacTOTOIO PEIU/INBIB
1 HWJKYOI0 aKTUBHICTIO 3axBopioBaHHs. [laitienTu
3 MOp(e€Ero MOTPEOYIOTh PETENTBHOTO CIIOCTEPEKEH-
Hs1, 0COOJIMBO TIPOTSATOM IEPIIUX ABOX POKIB IC/Is
3aBeplIeHHd Teparii [1].

Kainiynuii BUnagox

[MamienTka 1., 51 pik, y cepmri 2024 p. rocrmita-
Ji30BaHa B PEBMATOJIOTIUHE BifieHHs 0OJACHO]
KJIIHIYHOI JIiKapHi 31 cKapraMy Ha YIIiJIbHEHHs,
BIMYYTTS CTATYBAaHHS IIKIPU BEPXHIX Ta HUKHIX
KIHI[IBOK, [TOYE€PBOHIHHSA IIKIpH TUIY 000X CTOII,
HOCTifiHEe BiUYTTSI MPUIIBUILIIEHOTO CEPIEOUTTSI
Ta BUPa3Hy 3arajbHy CJaOKiCTh.

3 aHaMHe3y BIJIOMO, 1[0 BBajka€ cebe XBOPOIO
3 oceni 2022 p., Kosgu BIepIlle Bifi3HAYMJIA TTOSIBY
VIIIbHEHHS Ta CTATYBAaHHS NIKIPU HIDKHIX KiHITI-
BOK, HaOPAKJIICTh, Giib Y HUKHIN 1TOJIOBUHI TOMI-
JIOK i cTOIL. 3 TbOTO MPUBOLY Oysia KOHCYJIBTOBAHA
Kap/lioJIoTOM, /IepMaToJIOTOM, HEBPOTATOJIOTOM,
CyIUHHUM XipyproM i peBMaTOJIOTOM 3a MicIleM
npokuBants. [1ix yac KOMIJIEKCHOTO OGCTEKEHHS
MaToJsorii He BUsABIeHO. OCKIJIbKY CKapTU Ta BUSIBU
ypaskeHHS IITKipU TIPOTPECYBAJIH, TIiCJII IOBTOPHOTO
00CTeKeHHsT 3a MicIieM pokuBaHHsT HaBecHi 2023 p.
XBOPIil 6YJI0 BCTAHOBJIEHO JliarHo3: Cucmemma ckie-
podepmis, akmuericmo II cmynens, nioeocmpuii nepe-
6iz, I1I cmadis possumxy 3 ypaxcenmnsm wxipu (indy-
DPauis, 2inepnieMenmauist 6EPXHIX i HUNCHIX KIHUIGOK ),
cepus (Miokapoumuunuil Miokapoiockaepos, cepuesa
nedocmammicmo I cmynenst), cyoun (cundpom Petino),
cyenobie (noniapmpanzii). Ilamientka oTpumana
cTaiioHapHe JikyBaHHSA. lIpu3HaueHo MeTHIIpen
y mo3i 8 Mr 1 pa3 Ha 100y Ta MeToTpeKcar y ao3i
15 mr/Twx. Ha Tori slikyBaHHsSI CTaH TOJIMIITUBCS.
J103y MeTHuTIpery TOCTYIIOBO 3HIKYBaJIA 10 TTOBHO1
BimMiHM B TpaBHi 2024 p.

[Moripmenns cTany Bixznaunsa 3 uepsus 2024 p.,
KOJIU TIACHIWIOCS BIAUYTTSI CTATYBAHHS IIKIpH
BepPXHiX Ta HIZKHIX KiHniBok. [TamienTka Gysa roc-
miTaxi3oBaHa B HAIIy KJIHIKY B PeBMaTOJIOTIUHE
BijUILIEHHST 15t JOOOCTEKEHHs Ta KOPEKIIii Teparii.
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B anamuesi skutts nepenecenuii y 1994 p. Bipyc-
uuii renatut B. TlaiieHTka Ma€ BUPa3HUii acTeHO-
HEBPOTUYHUI CUHIPOM, TOMY IIPUIIMAE MaPOKCETUH
y n03i 20 mr 1 pa3 na m00y. MeHomaysa HacTaja
B 41-piuromy Biri. CriagkoBuil aHaMHe3 He 00TsI-
skenuit. HIKiIMBI 3BUYKHU 3alI€PEYYE.

[lig wac orssimy Ta (GisMKAIBHOTO OOCTEKEHHS
BU3HAUWJIM TaKe: 3arajbHUN CTaH 3aJI0BLIbHUMU,
cBimoMicThb sicHa. HopMmocTeHniuHa ctatypa, 3picT —
158 cM, maca Ttima — 51 kr (iHgexc Macu Tija —
20,4 xr/m?). YCTaHOBJIEHO BUPA3HY CUMETPUYHY
1HTypalliio NIKipU TePeIIiy, CTerOH, TOMiJIOK, CTOII,
MOYEPBOHIHHS TIKIpU THITY 000X CTOII, IO Bi/IO-
Biza€ 4 i3 7 aHaTOMIYHUX 30H.

[n1s1 o1iHKM CTyTIeHs 3a/Iy4eHHs MKipU B TATOJIO0-
TIYHUM TIpoIIeC i aKTUBHOCTI YpaKeHHS BUKOPUCTAHO
JMIarHOCTUYHI MIKaJIu: 3a Kaaoo mMRSS — 18 Gauis,
110 BI/INOBI/Ia€ MOMIPHIN TSKKOCTI 3a/Iy4eHHs, CTY-
miHb HOIKomKeHHs MmKipu 3a LoSDI—47 Gais,
AKTUBHICTB 3a ka0 mLoSSI—44 6anu, 3araibHa
ortinka jiikapem crany naiieata (PGA) — 70 Garis.

BizyasbHo kucti He 3MmiHeni. BiaznauaioTbcs
apTpaJITii IpH TaJIballii B ALSHIT APiIOHUX CyTI06iB
KucTel, hyHKIis 30epekeHa B IOBHOMY 00CsI3i.

Y JnereHsx Haj yCi€l0 TOBEPXHEIO TMEPKyTOPHO-
JieTeHeBUH 3BYK, ayCKYJBTaTUBHO — BE3WKYJISIPHE
JIIXAHHST, YaCTOTA IUXAJILHUX PYXiB — 16 Ha XBUJIUHY.
IIpu ayckysibraiiii ceplid: TOHU IY4HI, TiSJIbHICTD PUT-
MiuHa, aKIIEHT 2-TO TOHY Ha CYJIMHAX HE BUPAKEHWIA.
Aprepianbanii trick d /s — 120/60 mm pr. cr. ITysbe —
84 Ha XBUJIMHY, 33JIOBIIBHUX SIKOCTEH, PUTMIUHMIA.
SA3uk Bostoruii, unctuii. JKUBIT Tpy masbIIaIii M K,
6es6oumicuauii. Tleditka, cesie3iHka He TATBITYIOTHCS.
Cumrnrom IactepHaiibkoro HeraTuBHIN 3 000X GOKIB.
@isiosroriuni BUIiIEHHST 6e3 0COOTMBOCTEIL.

JlabopaTopHe JOC/TiIPKEHHST: BUSIBJICHO JIETKY aHe-
Mito (remorsiobin — 118 /1), T nokazauku (Map-
Kepu 3amayieH s, (DYHKIIii BHYTPIITHIX OpraHiB, PiBHi
TOPMOHIB, BiTaMiHHII cTaTyc) — y Mexkax HopMu. Tect
Ha BipyCHi Tenatuty — HeraTuBHUH. CKPUHIHT aHTH-
HykseapHux anTutii (ANA-screen) — HeraTUBHUIL.

Pesysnbrat iHCTpYMEHTAJNbHUX [OCJHIJZKEHD:
KOMIT I0TepHA TOMOTpadist OpraHiB rpy/IHOI KIIiTKH,

yJIBTPa3BYKOBE MOCTI/’KEHHSI OPTaHiB uYepeBHOI
MMOPOKHUHHU, eJIeKTPOKap/iorpaMa, CripoMeTpia —
BikoBi 3minu. [ludpoBa KamiisspocKoist HiIrrbOBOro
JIOXKA: IEPEKOHJIMBUX JIAHUX 11010 3MiH KalliJIgapHOL
apXiTeKTOHIKHU, XapaKTepHUX 7151 cuHApoMy Peiiro
Ta CUCTEMHOTO 3aXBOPIOBAHHSA CIIOJYYHOI TKAHWHH,
He BusiBjieHO (puc. 1).

PesysibraT maTOTiCTONOTTYHOTO MOCHIKEHHS
niKipu: MopoJioriuHa KapTuHa, 3 ypaxXyBaHHSIM
KJIHIYHUX BUSABIB, HallOiIbIle BiAOBigaE CKIEPO-
nepmii (puc. 2).

3a pesyJsbraramMu 00CTeKEHHST BCTAaHOBJIEHO KJTi-
HIYHWI fiarHO3: [enepanizosana opma eozHuw,es0i
cxkaepodepmii, akmusna ¢asa, cmadis II (mRSS —
18 6anie, LoSDI—48 6anis, mLoSSI—44 6au,
PGA — 70 mm), 3 ypascennam wxipu nepeoniu, cme-
20H, 20MiN0K © cmon (iHdypaujisi, zinepniemenmais).

ITixg yac mepeGyBaHHS B CTalioHapi MarfieHTKa
OTPUMYBaJa JieKcaMeTa30H, MeJOKCUKaM, OMeIpa-
3011, JIiJ1a3y, MeTOTpeKcar i (PoJIi€BY KUCIOTY.

CKJ1a/1eHo POTOKOJ JIKyBaHHS MO(ETUITY MiKO-
denosatom gk 3aminy MeToTpekcary. IlarienTka
novasa npuitom ModeTuay MikoheHoJaTy B 1031
500 mr aBiui Ha 700y (y KOMOIHAIT 3 METUJITIPe-
HIi30JIOHOM ¥ 71031 4 MT/100Y) 3 MiABUIIIEHHSIM 1031
Ha 500 mr koxHi 4 Tk 10 1,5 v/1006y. Ilepsunna
OLliHKA e(PEeKTUBHOCTI, IIEPEHOCHOCT] Ta IMOBIYHUX
edexTiB Tepatmii uepes 1,5 mic mpuitomy (BepeceHb
2024 p.) mokasajia crabiizaiio 3aXBOPIOBAHHSI:
HOBI ypasKeHHsI He 3’SIBJISUUINCS, a HasiBHI He 301/1b-
nryBasincs. Takosx BiI3HAU€HO 3MEHITIEHHS ePUTEMU
Ta BUPA3HOCTI 3allaJIbHUX €JIEMEHTIB 1 IT0Y4aTOK
PO3MSIKIIIEHHST CKJIEPOTHYHUX ypaxkeHb. [Ipuiiom
ModeTrry MiKo(heHOIaTy acoIioBaBcs 3 106POI0
MEePEHOCHICTIO: 3HAYHUX TOOIYHUX edeKTiB He
3ahikcoBaHO, TabOPATOPHI MOKA3HIKY 3a U IIAJIICST
crabinpaumu. JIiKyBaHHS TPUBAE.

Ot:xe, miaTHOCTUKA Ta JIKyBaHHS MOPGhel MOXKYTh
OyTH CKJIaTHUM 3aB/IaHHSIM, TOMY MOTPiOEH 1HIMBI-
JIyaJdbHUH X,

B onncanomy kiiHiYHOMY BUTIA/IKY Ha eTarli MaHi-
(decrariii XBopoOU TMallieHTKa Majia XapaKTepHi /151
CKJIEpOIepMii MIKIpHI BUSIBH, SIKi OYJIM TOMUJIKOBO

Puc. 1. Lindbposa kaningapockonis HirTbOBOrO Noyka NaLieHTKM |.; cnacTUYHWA TUN MiIKpoLMpPKyAsLii.
O3Hakm BEHO3HOrO 3aCTOr0
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KJNIHIYHWUA BUNALOK e CLINICAL CASE

Puc. 2. [NaToricTonori4He JOCNIMKEeHHs LKIPpW NauieHTKM .: y naninapHin Ta peTUKynapHin AepMi BU3Ha4aeTLeo
30iMbLUEHa KiNbKICTb TOMOrEHHMX KONareHOBMX BOIOKOH, ORIEHTOBAHNX NapanenbHO A0 NOBEPXHI LLKIPW, TICHO
NOEOHaHVX Ta MOTOBLLEHWX. TakoXK BUABIEHO MOMIPHUN NEPUBACKYNAPHUNA, NepianeHanKynapHUn Ta
nepuHeBparbHWiA NiMdporicTioumMTapHUIA iHGINbTPAT. EnacTiyHi BoNokHa NooamHOKI, doparmeHToBaHi. 3a
pesynbrataMi iMyHOriCTOXIMIYHOrO AOCNIMKEHHS B KNiTUHAX AepMM cnocTepiraeTbes BTpaTa ekcnpecii CD34

K1acr(iKoBaHi SIK BUSIB CHCTEMHOTO, a He BOTHUIIIE-
BOTO ypaskeHH:I. SIk Mopdest, Tak i CMCTeMHMIA CKJle-
pPO3 HaJIeXKATh 0 3aTaJbHOI TPYMH CKJIEPOAEPMIli,
sika 00’€IHY€ Pi3Hi CTAaHU 32 KPUTEPIEM CITIILHUX
«CKJIEPOJIEPMIUHUX> MIKipHUX BUABIB [5, 30].

SK BUJIHO 3 HABEZIEHOTO BUTIAZIKY, TepeHIIialtis
MOpel BiJl CHCTEMHOI CKJIEPOZIEPMii Ma€ BUPITIIaTh-
He 3Ha4YeHHd B KJIHIYHIH mpakTtuii. Baxamsum
KPUTEPIEM MiaTHOCTUKU CUCTEMHOI CKJIEPOJEPMii
€ YpaskeHHs He JIMIIe IIKIpH, a i BHyTpillIHiX opra-
HiB, 0 BIUIMBAE Ha MPOTHO3 i TAKTUKY JTIKYBaHHSI.
BincyTHicTb y HaIloi MallieHTKU XapaKTepHUX /IS
CHCTEMHOI CKJepozepMii 3MiH 00imuys («MacKo-
NOAIOHUN BUTJISI>, 3aTOCTPEHUI HiC, PO3IIMPEHHS
KaTiJIspiB, 3BY:KEHHS POTOBOTO OTBOPY ), CYAMHHUX
nopytieHb (pernomeH PeifHo, yulibHeHHS ATbIIIB,
PYOIB i BUPAa30OK Ha MAJIbIISX ), a TAKOK HETaTUBHIN
ANA-cxpuniar Ha crermdiyai aHTUTLIA (AHTH-
HenTpoMepHi abo antu-Scl-70) y noeananti 3 Bij-
CYTHICTIO O3HAK YPasKeHHS BHYTPIIIHIX OpPraHiB 3a
pesyJibraTaMu JJabOpaTOPHUX Ta IHCTPYMEHTATbHIX

IOCTiKeHb, CBiYaTh Ha KOPHUCTH BOTHUINEBOI
(sokastizoBanoi) ckIepozaepMii (Mopdei).

IlepBunnuii miarHO3 CHUCTEMHOI CKJIEPOAEPMil
BCTAHOBJIEHO B iHIIOMY MeMYHOMY 3akJafi. Yepes
BiZICYyTHICTb JOCTYIIY 710 IEPBUHHOI TOKYMEHTAITii MU
He MOKEMO OI[iHUTH JIiaTHOCTUKY HA IOYaTKOBOMY
eTari po3BUTKY XBOPOOU. 3 OISy HA Pe3yJbTaTh
00CTesKEeHHST Ta BiZICYTHICTh CHCTEMHMX O3HAK Jliar-
HO3 OYJI0 MEPErJITHY TO Ta CKOPUTOBAHO Ha MOPGEIO.

Bioricist mkipu 3 BOTHUIIA YPaKeHHST MOXKe OyTH
KOPHCHOIO B CKJIQHUX BUMAJAKAX, KOJIU KJIiHIYHA
KapTHHA HETUIIOBa a00 € CyMHIBHU IIOJIO IiarHO3Yy.
TicTosioriube mocyiKeHHs OionTaTy IIKIipU 1ae
3MOT'y BUSIBUTH XapaKTePHi 3MiHH, 110 BKa3yIOTh Ha
Mop(dero, 30KpeMa MOTOBILEHHS AePMHU, 301/IbIIeHHS
KUJIBKOCTI KOJIAr€HOBUX BOJIOKOH, 3aIIaJIbHY iH(DIJIb-
TpaIiio TOIIO, IO TaKOK OyJI0 BUSABJIEHO B HAIIOI
MaIli€EHTKU.

Haromoryemo Ha BakIMBOCTI TIPOBENEHHS TTHA(-
POBOI KaIJIIPOCKOMII B yCiX BUMAAKAX IiI03pU HA
CUCTeMHI 3aXBOPIOBAHHS CITOTyYHOi TKanunu. lle
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MIPOCTUH Y BUKOHAHHI, JIeNeBUN 1 HeiHBa3WBHUIA
METOJI JIA€ 3MOTY IIBU/IKO OIIHUTH CTaH KaITJIAPIB, 110
€ KJIIOYOBUM TIOKa3HUKOM JIJIsl PAHHBOI /[IarHOCTUKH Ta
MOHITOPHHTY 1iepeliry CUCTEMHIX 3aXBOPIOBAHb CIIO-
JIyYHOI TKaHWHH, 30KpeMa CUCTEMHOI CKJIePOIepMii.
[lonpu neBHi crijibHI KJIiHIYHI BUSIBU Ta IIaTOreHe-
TUYHI MeXaHi3M1, Mopdest Ta CUCTEMHA CKIIEPOIEPMist
€ OKpPeMUMH HO30JOoTiYHUMH (opMamu. Bumagku
Tpancdopmaiiii Mopdei B CUCTEMHY CKJIepPOIEePMio
TPAIISAIOTBCS PIZIKO, @ HU3KA JOCTi/IKEHb CBI/TYaTh,
IO T1i 3aXBOPIOBAHHS MOKYTb CITiBICHYBaTH Pa3oM [ 5],
MaIOTh Pi3Hi POTHOCTHYHI KPHUTEPIl Ta MOTPeOYIOTH
PI3HUX MIIXO/IB 10 JIKyBaHH:.

Kriniyaa orinka Ma€ BpaxoByBaTH THUII MOpPei,
il MOIMUPEHICTh, TSKKICTh 1 HASIBHICTH IO3aIIKip-
HUX BUSIBIB. Y NALlIEHTKU PO3BUTOK 3aXBOPIOBAHHS
po3TovaBcd 3 yPasKeHHSI HUIKHIX KIHITIBOK, IO
BUABUJIOCS TOSIBOIO TIJISAM TillepeMil, yIiJIbHeHHSAM
CTSITYBaHHSIM IIKipH, HAOPSIKOM 1 60JIeM y TOMIJIKaxX
ta cromax. IIporsirom 1,5 poky, He3Baxkaoun Ha
CHCTEMHY TepaIiio METOTPEKCATOM 1 MeTUJITIPEIHI-
30JIOHOM, TTPOTIEC TIPOTPECYBAB: TIJIONIA yPaskeHHS Ha
HUKHIX KiHIIBKaX 301IbIIMIACS 10 PIBHS IAXOBUX
3TUHIB, 3 TBUJINCS HOBI BOTHHUIITA Ha BEPXHIX KiHIIiB-
kax. CymapHa KiJbKiCTb aHATOMIYHMX 30H, Y SIKMX
BUSIBJIEHO CKJIEPOZIEPMIiUHI BOTHHINA, CTAaHOBUJIA
4 i3 7, a po3Mip KOXHOTO eJieMeHTa TIepeBUIIYBaB
3 cM, IO BIiATIOBiZa€ KPUTEPISM TeHEPaTi30BaHO]
KJIiHIYHOI hopMU.

Omninka akTUBHOCTI MOpei € BaXKJTUBUM €TarloM
JiarHOCTUKU. BuUKopucTaHHS creliaJbHUX MIKaT
JUISI KJIIHIYHOI OLIHKY CTaHy LIKIpU JiolloMarae He
JIMIIe TIPOTHO3YBATH Tiepebir 3aXBOPIOBaHHS, a i
3mificCHIOBaTH MOHITOPHUHT. Tak, 3a mkamoio mRSS
orpuMano 18 6aJiB, 10 IHTEPIIPETYETHCS SIK TIOMipP-
HO-TSDKKUH CTYITIHD aKTUBHOCTI (puc. 3).

[l omiHKM aKTUBHOCTI U TSKKOCTI ypakeHb
mkipn Mu Takoxk Buxopuctasu LoSCAT. Ileit
JarHOCTUYHUIN IHCTPYMEHT Tiepeibadac OIiHKY 3a
tphoMa mkamamMu — LoSSI, LoSDI ta PGA. Bin nae
3MOTY JIiKapsM Bi/ICTeKyBaTH MPOTPECYBAHHS 3aXBO-
pIOBaHHS, OIiHIOBATH €(DEeKTUBHICTH JIKyBaHHS Ta
MOPIBHIOBATU PE3YyJBTaTH PI3HUX TepPaneBTUYHUX
mixoaiB. 3araibHuil 6aut 3a nikaaoo LoSDI craHo-
BuB 48, 3a mLoSSI — 44, 3a PGA — 70 mmM.

[lizus miarHocTuka abo HelpaBUJIbHA OIliHKa
TSKKOCTI MOKYTh TIPU3BECTH /10 3aTPUMKH JIiKyBaH-
HS Ta PO3BUTKY YCKJIaJHEeHb. PaHHE pU3HAYeHHS
aJIeKBaTHOI Tepallii € KJIOYOBUM JIJIsI KOHTPOJIIO
3aXBOPIOBAHHSI I 3ar0GITaHHsT HOTO MTPOrPeCcyBaHHIO.

[Torrpn MOMUJIKOBO BCTAHOBJIEHWH /IIarHO3, TIAlli-
€HTKA BYACHO 1TOYaJIa OTPIMYBATH CUCTEMHY TEPAITiio
MetoTpekcaTtoM (15 Mr/THK) Ta METHUJITIPERHIZ010-
HOM (8 mMr/100y). IIpoTsiroM poKy JIiKyBaHHST 3aXBO-
PIOBAHHS ITPOTPeCyBAJIO: TIJIOMIA CKIEPOIEPMITHOTO
YPasKeHHS IIKIPY Ha HIDKHIX KiHI[IBKaX 301/TbIIIIACs,
3'SIBUJIMCST HOBI BOTHUIIIA HA BEPXHiX KiHITIBKAX.

MetoTpekcar y O€JHaHHI i3 CUCTEMHUMU KOP-
TUKOCTEPOIIaMM € OJTHUM 13 HalyacTile Ipu3Ha-
YyBaHMX TIPENApaTiB MPHU TSKKUX (popMax 3axBo-
pioBanHs. OjHaK TOBIIOMIISIETBCS, 1O Bix 6 10
10 % mnarienTtiB MOKyThb MaTH PE3WCTEHTHICTH /IO
MeToTpekcaTy. OHUM i3 TPOTHOCTUIHUX YUHHUKIB,
110 MOKYTb BKa3yBaTU Ha HMOBIPHICTb TaKOl peak-
1ii, € paHHiit oyarok xBopo6u. Cepesr MOKIUBUX
MPUYUH CTIUKOCTI 10 METOTpPeKcaTy PO3IJISAl0Th
HU3bKe J03yBaHHs, (PapMaKOKiHeTHYHI 0COOIUBOCTI
nparienTiB abo Gpak aleKBaTHOTO Kypcy KOPTHKO-
crepoinis [10, 18, 20].

BincyTHicTb y Hall1oi malfi€HTKU KIiHIYHOI BiJITIOBI-
JTi TTiCJIS PIYHOTO MPUHOMY CUCTEMHOI TepAITii CBITYNTh
PO TIPOTPECUBHUN Ta METOTPEKCAT-PE3UCTEHTHUH

17surface anatomic areas of the body @J=normal skin
[[J=mild thickness
[ZJ=moderate thickness
Face =severe thickness
DDDD with inability to pinch
Anteriorchest (JCJC1E the skin into a fold
Abdomen aoooE
COCCIE Veperarm Upperarm [T
D\jﬂﬁ Forearm Forearm [
OCCOE Hand \ Hand CJOOE
i
DDDI : Fingers ‘ I Fingers CJCOJCOIE
O Thigh v, Thigh [
OO i) teg OO
OO oot

The Modified Rodnan Skin Score
+ 17 different body areas

(fingers, hands, forearms, upper arms, chest, abdomen, thighs, lower legs, feet)
» The maximum score is 51

1 2 3
Histological correlation of skin score

Modified Rodnan skin score (mRSS)

Puc. 3. bnaHk ouiHKM TOBLUMHM LLUKipW nauieHTkn |. 3a gonomoroto mRSS [7, 9]
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BapianT repebiry. Y 38’s13Ky 3 1iuM 6yJI0 iHiTiHoBaHO
3aMiHy METOTpeKcaTy Ha ModeTua MikodeHoIaTy
B 1031 500 Mr /1Biui Ha 00y 3 TOCTYOBKM ITiIBUIIEH-
HaM 10 1,5 1/100y uepes 4 THK 3TifHO 3 peKOMeH [a-
tistmu [23]. TIoBiIOMIISAETHCS, 110 B PE3UCTEHTHUX /IO
METOTPEKCATY MAaIIEHTIB, SIKi OTPUMYBAJIN JIIKyBaHHS
ModeTry MiKOGeHOJaTOM, BiZIOYBAETHCS 3MEH-
IIeHHS CKJIEPO3y IIKipy Ta 3amajeHHs, 1o i TBep-
JUKYETBCS KIIHIYHOIO OIIHKOIO Ta iH(ppPauepBOHOIO
tepmorpadiero [18].

[IpusHauaw4y cCUCTEMHY TEPAaIIiio, CJIi/l BU3HAUM-
TH 11 111J1i T2 CTPOKU JOCATHEHHA. Tak, KOpOTKOCTPO-
KOBa MeTa — TOJIIIIeHHsT a00 3HUKHEHHST €PUTEMH,
3yNMHKA HOBUX yPa’KeHb UM TaKUX, IO MPOTPecy-
10Th, 32 6 Mic, JOBTOCTPOKOBA M€Ta — TTOM’ SIKIIIEHHS
CKJIEPOTHYHUX YpakeHb ab0 BiJHOBJIECHHSI POCTY
Bosioccd 3a 12—24 mic. [lepBunna ortinka ehexTrB-
HOCTI, IepeHOCHOCTI Ta MOOIYHIX eheKTiB ModeTITy
MikodeHOIaTy B MOEAHAHHI 3 TIIOKOKOPTUKOIIOM
3a 1,5 mic mpuiiomy mokaszasa g00py ebeKTHBHICTD
Ta TIePEHOCUMICTh, IO CBITYUTH PO MO3UTUBHY
JIMHAMIKY 3 PEKOMEH/IAITIEIO TTPOJIOBKYBATH TEPAITiio
B 1031 1,5 r/100y nipotsirom 12—24 wmic.

[TopiBHAHO 3 MeTOTpeKcaToM MOMETHI MiKO-
enosaT Mae cupuATAUBIIUN TPOodiab MOGIYHUX
edexriB. /lo mommpenux mobGIYHUX peakiiiii Hae-
JKaTh TaCTPOIHTECTHHAJbHI CUMITOMU (Jiapes,
HyZI0Ta), TeMaToJIOTiyHi aHOMaJii (JTeiKOoTeHis),
a TaKOXK TiABUIIEHA CIPUUHSATIUBICTD 0 iH(EKITiin
cedoBUBiHUX TIAXiB [24]. [loBimomisgeTbes, 110
OLIBILIICTD HALIEHTIB JOCATAIOTH PeMIcii Ipu 3acTo-
cyBanHi Moetuny mikodenomnary [6, 10, 14, 18, 20].

[Iporuos st maifieHTiB 3 Mop(e€io 3a3BUYail
CTIPUSTIIUBUIL Y OLIBIIOCTI BUTIA/IKIB 3aXBOPIOBAHHS
HOJIIIITYEThCS 200 3HUKAE 32 3—5 pokiB [ 17]. Oxrak
y JedKUX BUMAAKAX MOXYTh BUHWKATU YCKIAI-
HeHHs1, Taki K jgedopmariii cyriobiB Ta KiCTOK,

Kongnixmy inmepecis nemae.

HEBPOJIOTIYHI TIPOOJIeMH, ypakeHHsT BHYTPIIIHIX
opraniB. ToMy cBoe€dacHa miarHOCTHKA U KBasidi-
KOBaHa MeMYHa JI0MOMOTa, 10 Tependayae KOH-
CyJBTallilo pi3HUX (PaxiBIiB Ta iHAWUBIAYyaTHHUNA
IHIXT 10 JIIKYBaHHsI, € KJIFOYOBUMH JIJIs1 3ar100iraHH s
PO3BUTKY YCKJIAJHEHD 1 TIOJITIIEHHS SKOCT1 JKUTTS
MaIlienTiB i3 Mopdeeto. PeTepbHull Ta peryasipHuii
MOHITOPUHT e(PeKTUBHOCTI I IEePEHOCHOCTI Tepatil
CITPHSIE TIOJTTIIIEHHTO STKOCT1 JKUTTSI TIAI[i€EHTA 3aBIsI-
KU CBOEYACHOMY BHSIBJIEHHIO OGIYHKX eeKTiB Ta
KOPHUTYBaHHIO JIIKyBaHHS.

BucnoBku

Mopdes (BoruuimeBa CKJIepoaepMisg) — Iie
XPOHIUHE 3aXBOPIOBAHHS CIIOJIYYHOI TKAHUHU, SKe
XapaKTepPU3y€EThCS 3amaieHHsaM i Gibpo3om MmKipw.
JliarrocTrka Mopdei Moske OYTH CKIAIHOIO Yepes3
Pi3HOMAaHITHICTb KJIIHIYHUX BUSBIB Ta HeOoOXiIHICTh
nudepeHItialii Bz iHITNX 3aXBOPIOBAHbD 3i CXOKHMHI
CHUMIITOMaMH, 30KpeMa BiJl CUCTEMHOI CKJIepoiepMil.

IIpoanasizoBaHO KJIiHIYHUM BUTIAJIOK METOTPEK-
caT-pe3nuCcTeHTHOI Mop(ei, 10 MIBUIKO MTPOTPECYE.
Y marieHTKu 3amepeyeHo CUCTEMHICTh YPasKeHH:S
Ta 32 JIOMIOMOTOI0 GiOTICIT MiATBEP/ZKEHO BOTHUIIIEBY
dopmy criepomepMii. YCTaHOBJIEHO, IO TIBU-
Ke TIPOTPEeCYBAHHS ypakeHb IMKipH acoIlilioBaHO
3 Hee(DEeKTUBHICTIO TIOYATKOBOI 1,5-piuHoi Teparrii
MeToTpekcaToM. /[oCATHYTO TTO3UTUBHOI IMHAMIKA
3aBISIKU 1HAWBIAYAJIi30BAaHOMY MIAXOAY A0 JIKY-
BaHHS 3 BUKOPUCTAHHIM MODETUITY MiKodeHomaTy
B IMO€THAHHI 3 TTIOKOKOPTUKOITaMH.

Mopdes, xod i He TpaHC(HOPMYETHCS B CUCTEMHY
CKJIEPOJIEPMITO, aJie TIOTPeBYE PETENTLHOTO CIIOCTEPe-
JKEHHS Ta MOHITOpUHTY 3 GOKy Jikaps. CBoe4acHa
JIaTHOCTUKA 1 afieKBaTHe JIIKyBaHHS JJAIOTh 3MOTY
KOHTPOJIIOBATH TIepebir 3aXBOPIOBaHHS Ta 3a1100irTH
PO3BUTKY YCKJIQTHEHb.

Yuacmv asmopis: konuenuis docioncenns, pedazysanns — JI. B.JK.; dusaiin docnidncenns, nanucanns mexcmy — 0. K. C.;
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Managing a patient with rapidly progressive methotrexate-resistant
localized scleroderma (morphea). Clinical case

Localized scleroderma (Morphea) is a chronic autoimmune connective tissue disease characterized by fibrosis of the skin
and underlying tissues, which may lead to disability and cosmetic problems. The disease usually lacks systemic manifes-
tations such as internal organ involvement, Raynaud’s phenomenon, or telangiectasia. In rare cases, morphea progresses
rapidly, is resistant to standard therapy, and requires alternative treatment methods.

The aim of the article is to enhance physicians’ awareness regarding the latest advancements in understanding the diverse
clinical variants of morphea, with a focus on therapeutic strategies and their effectiveness within the context of an
individualized treatment approach.

The article presents modern approaches to understanding the pathogenesis and clinical variability of morphea, emphasizing
diagnostic difficulties and features of the choice of therapeutic strategy in rheumatological practice. Particular attention
is paid to treatment options that go beyond traditional therapy, particularly the use of immunobiological agents. The role
of a multidisciplinary approach in the management of such patients, which includes the cooperation of rheumatologists,
dermatologists, and other specialists, is also highlighted.

We present a case of a 51-year-old patient with rapidly progressive morphea, resistant to methotrexate. The initial symp-
toms included erythematous spots, skin induration, and swelling of the lower extremities, which later spread to the upper
extremities, despite 1.5 years of therapy with methotrexate (15 mg/week) and methylprednisolone (8 mg/day). Physical
examination revealed widespread induration and hyperpigmentation in 4 of the 7 body zones without signs of systemic
organ damage. A biopsy confirmed the diagnosis of localized scleroderma (morphea), clinically defined as a generalized
form, active phase, stage II (modified Rodnan skin score =18, Localized Scleroderma Skin Damage Index =47, Modified
Localized Scleroderma Skin Activity Index =44, general assessment of the patient’s condition by the doctor (PGA) =70).
Methotrexate was replaced with mycophenolate mofetil (500 mg twice a day with further intensification) in combination
with low doses of methylprednisolone (4 mg/day), which after 2 months halted disease progression.

This case highlights the variability of the clinical course of morphea and underscores the importance of careful clinical
observation, timely diagnosis, and individualized approach to the treatment of such patients, as well as the need for further
research to optimize therapeutic strategies for this pathology. The presented modern data will help to raise awareness of
physicians about the variety of clinical manifestations of morphea and the possibilities of using alternative treatments.

Keywords: localized scleroderma, morphea, mycophenolate mofetil, rapidly progressing resistance, methotrexate.
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