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0O6ocHoBaHHue. CBoeBpeMeHHas AMarHocTuka cucteMHon ckaepogepmmmn (CCL) no3BOAsSieT JOOUTLCA CHUKEHUSI pUCKa
pa3BUTUS OCTIOKHEHMI 3a60eBaHUsI U MHBaAUAM3aummn naumeHToB. O4HaKo ycTaHOBIEHUE NPaBu/IbHOIro AMarHo3a 3atpya-
HSAET pa3Hoobpasune KIMHUYECKUX GopM M BapuaHTOB 3abosieBaHUs. OnucaHne KaunHm4deckoro cay4das. CCL y manbymKka
B BO3pacTe [0 5 neT pacuyeHuBanacb KaK BPOXAEHHas reMmatpogus KOXU, 10 NoBOZY KOTOPOK pebeHOoK Habsogasncs
y Aepmartonora, ie4eHne 6e3 agppekTa. [locne yctaHoBneHus agnarHo3a CC/L B 5-neTHem Bo3pacTe rpoBoauaach Tepanus
MeTOoTpeKcaToM U NpeaHn30/10HOM. B Bodpacte 10 neT nossBMANCH U B AallbHENALLEM MPOrpeccMpoBasin nogHorTeBble 38bl
M NPU3HaKU OCTe0/IM3a ANCTallbHbIX QanaHr naabues. [1o0 aTOMy NnoBogy am6ynaTopHo pebeHKy MPOBOAMIN 1I€YEHUE OHU-
XOMMKO3a 6e3 appeKTa. Pe6eHOK rocnutaan3nmpoBaH B cTayuoHap. B TeyeHne 21 cyT npoBoauiachk Ba3oTporHas Teparnus
(NEHTOKCUDUIIIINH, HUDEAUNUH, anrnpoCTamns) C MNoJIOKNUTEbHbIM 3PHEKTOM (OTMEYEHO YMEHbLLIEHUE J1oLWaan v [TyOUHbI
MnojHoOrTeBbIX 13B). 3aKntodeHue. [1034Hs5 anarHocTuka CC/l ctana NpUYnHON pa3BUTHUSI COCYAUCTLIX HapyLIeHNH, a HeBep-
Hasi MHTepnpeTaLuus KIMHNYECKUX MPU3HaK0B 3TUX OC/I0XKHEHMI NpUBEa K UX MporpeccmpoBaHmio. BasoTponHas Tepanus
103B0oJ1M/1a JOOUTLCSA MOJTOKUTETIbHOIO 3QPeEKTa.
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OBOCHOBAHME

CuctemHas cknepogepmus (CCLl) — MynbTUCUCTEMHOE
ayTOMMMYHHOE peBMaTMyeckoe 3abosieBaHWe, xapaKkTe-
pusylolieecs MNoBpexAeHWEM MWKPOCOCYAMCTOro pycna
N U36bITOYHBIM OT/IOXEHUEM KOMNTAareHa B KOXe W ApYrnx
opraHax, Takux Kak OnopHO-ABUraTeNbHbIV annapar, ner-
KWe, NOYKMU U KeNnyaoYHO-KULLEYHbIM TpaKT [1]. 3Tnonorus
3ab0/ieBaHUa HeU3BeCTHa, BMeCTe C TeM, 06CyaaeTcs
naToreHeTM4yecKas posib reHOB, aCCOLMMPOBAHHbIX C KOH-
Tponem BocnaneHus [2], a Takke GaKTopoB OKpyrKatowen
cpeabl (KpemHeseMHasd nbinb, 1ekapctsa) [3]. [MocneaHue,
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aKTUBUPYS MeTunuposaHue cantoB CpG B npomoTop-
HOM ob6nactu reHa FLI1 (KogupyeT daKTop, WUHIMOUpyY-
IOWMMN TPaHCKPUNUMIO reHa KonnareHa) B ¢ubpobna-
CTax, BbI3blBAlOT yBeNMYEHUE NPOAYKLMKM KonnareHa [4].
Kpome Toro, o6Hapy>keHa CBA3b METUAMPOBaHUA CanToB
CpG B npomoTopHOM o6nacth reHa NOS3 (koaupyeTt
9HAOTENMaNbHYlD CMHTady a3oTa 3-ro Tuna), 4Yto BeneT
K CHUXEHWIO npoayKuum okcuaa asota (NO) y nauu-
EHTOB C CUCTEMHbIM cKinepo3om [5]. TaKxe onucaHa
cBA3b ¢ pa3Butvem CC/l Bupyca repneca 8-ro tuna [6]
W uMToMeranoBsupyca [7].
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Late Diagnosis of Systemic Scleroderma with Vascular Events:
Clinical Case

Background. Timely diagnosis of systemic scleroderma (SS) can reduce the risk of complications and disability in patients. However,
correct diagnosis is complicated by the diversity of disease clinical forms and variants. Clinical case description. SS in a boy under 5 years
old was considered as congenital skin hemiatrophy, thus he was observed by dermatologist (treatment without effect). Methotrexate and
prednisolone therapy was administered at the age of 5 years after diagnosing the SS. Subungual ulcers and distal phalanges osteolysis
appeared and further progressed at the age of 10 years. In this regard the child was treated for onychomycosis outpatiently, however
with no effect. Later the child was hospitalized. Vasotropic therapy (pentoxifylline, nifedipine, alprostadil) was carried out for 21 days with
positive effect: decrease in the area and depth of subungual ulcers. Conclusion. Late diagnosis of SS has led to vascular events whereas
incorrect interpretation of clinical signs led to their progression. Vasotropic therapy has achieved positive effect.
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Tpoduryeckre M3MeHeHUs (0T HEGONbLUIMX M3bA3BIEHNUN
[10 TSKENbIX HEKPO30B M raHrpeHbl NanbLEeB) B CBA3M C Hapy-
LUEHMEM MUKPOLMPKYNALUMK pa3BuBatoTcs Yy 17% GONbHbIX
¢ CC[, y n0/IOBUHbI U3 HUX — MHOroKpaTHo [8]. Mpu aTom
cneunduyecKne noparKeEHUs KOXKM U BacKynonatus (CUHA-
poM PenHO, f13BOYKM M PYOYMKM Ha nanblLiax KOHEYHOo-
CTeln) OKa3blBalOT 3HA4YMMOE HeraTMBHOE BIIMAHUE Ha Kave-
CTBO W3HW nauueHToB [8]. lNaToreHeTMyeckom OCHOBOM
cUMHApOMa PenHO M Apyrux COCyAMCTbIX OcnoxHeHun CCL,
(neroyHon apTepuanbHOM FMNEePTEH3UU, MHTEPCTULMAIBHOIO
NMOpaKeHUs NErkux) ABNseTcs sHAoTennanbHas AUCOYHK-
LUMS, XapaKTepusylouwascs HapyleHuem 6anaHca Mexay
Ba30KOHCTPUKLMEN M BazogunaTaumen ¢ AOMWHUPOBAHMU-
€M MNepBOM M COMPOBOXKAAOWAACA XPOHUYECKON ULLEMMEN
TKaHen [9, 10]. B yacTtHOCTH, NpU cMHAPOME PeiHo npowc-
XOOWUT CHUXKEHME KOHUEHTpaLnn B nepnudepnyeckon Kposu
BalogunaTupyoLmMx meguaTopos, Kak, Hanpumep, NO [11],
W, HaMpoTWB, yBENWYEHWE KOHLEHTPALMM BaA3OKOHCTPUK-
TOpHOro MeguaTopa aHgoTennHa 1 [12]. Mpu CHUKEHun
KoHueHTpauun NO ycunuBaeTcsa arperayus TPOMOGOLIUTOB,
a JHAOTeNManbHble KNETKM CTAaHOBATCS 60nee 4yBCTBUTESb-
HbIMW K OKMCAIUTENbHOMY noBpexaeHuto [13].

YcTtaHOBNEHUE npaBuibHOro anarHo3da CCL 3atpyaHsaeT
pa3Hoo6pas3ne KIMHUYECKMX GOpM W BapuaHTOB 3abone-
BaHusa [14]. Kak cneacrteue, oT NepBbiX CUMMATOMOB 60/1€3-
HW OO €e AMarHOCTUKM npoxoauT B cpeaHem 11-13 wmec,
a B 20% — 6onee 2 net [15]. B peaynbrate y 70% 60/bHbIX
M3Ha4vanbHO BbICTABNSETCA HEBEPHbIN AMarHo3, Jalle BCero
(B 44% cny4aeB) — aTtonuyecKkunn agepmatut [15].

MHTepBblo 84 peBmatonoros M 40 gepmartonoros 13
pasHbix cTpaH (Benukob6bputaHusa, PpaHuus, lepmanus,
Utanus, Ucnanua, CLLIA) nokasano, 4To, Kak npaBuio, nauu-
E€HTbl CO CKJiepoaepmuen obpallatoTcs 3a KOHCcynbTauuen
K AOKTOPaMm CMNycTs rog nocne nosiBNeHNs KIMHUYECKMX NpU-
3HaKoB 3a6oneBaHus. Nocne BO3SHUKHOBEHUS AUTUTaNbHbIX
f13B ¥ OAbIWKK NaLMeHTbl 06pallanncb paHblle, B CPeSHEM
yepes 3-9 mec. lo3gHee obpalleHne 3a MeauLMHCKON
NMOMOLLbIO NaLMEHTbI OBGBACHAAM TEM, YTO CYUTAIN Kanoobl
Hecepbe3HbiMK [16].

O cepbesHbIX OlWMOKaxX ANAarHOCTUKU COCYAMCTbIX OC/IOXK-
HeHunn CC/L coobLianochb U B HECKONbKUX KIMHUYECKUX HabIO-
neHusax. Tak, ony6/IMKOBaHO ONUcaHMe NauneHTKM, y KOTOpow
omnarHo3 CC/ 6bin ycTaHoBNeH Nuwb 4yepe3 15 net nocne
nebtota Ha aTane ToTalbHbIX, HEO6PaTUMBbIX MopaXKeHun [17].
Takxke onucaH cnydan CC[ y aeBo4yku B Bo3pacte 10 ner,
KOTOpas NepBMYHO Habnloganacb y gepMmaTonora ¢ guarHo-
30M «@TOMUYECKUI AepMaTUT» B Te4EeHUe 04HOro roga. TonbKo
nocne npUCOeaWHEHUS CYCTaBHOIO CHUHAPOMA, a TaKkKe
M3bSA3BNEHUS KOXKM B 061aCTU MENIKUX CYCTaBOB MaLMeHTKe
Oblla PEKOMEHA0BaHa KOoHCynbTaluma peemarosnora [18].

Neyenne CCL, onpepensietcs OpraHHbIMW MOpaxKeHus-
MM, 4YTO OTparKeHo B pekomeHaaunsax EULAR (The European
Alliance of Associations for Rheumatology, 2017) [19].
CyuTaetcs, 4to Hayano tepanum CCL 0o pa3BUTUSA CUCTEM-
HbIX MOpPa*KeHWMM C MCMOoNb30BaHMEM MeTOTpeKcaTa uau
MUKodeHonata ModeTuia B CO4ETaHMU C COCYAUCTON Tepa-
nven npeaoTBpallaeT nporpeccupoBaHne 3aboneBaHug,
a TaKXKe CHUXKaeT PUCK MNOpaxeHWs BHYTPEHHWX opra-
HOB [20]. M 3TO «OKHO BO3MOXHOCTEW» B CpeAHEM COCTaBNseT
OKOJI0 5 neT npu IMMUTUPOBAHHOM dopme U 2 neT — npu
anododysHon dopme 3abonesanuns [21]. Mpu pa3BUTUM CUHA-
poma PelHO peKoMeHOOBaHO WCMOoNb30BaTb 6JIOKATOPbI
Ka/lbLMEBbLIX KaHanoB, MHIMMOGUTOPbI @aHrMOTEH3UHMNPEBpPa-
Laowero pepmeHTa 1 peLentopa aHrmnoteHaunHa ll, a Takxke
nesarperaHtbl M aHrmonpotekTopbl [19]. CBOEeBpeMeHHOe
Havyano Tepanuu cuHapoma PenHO, a TakXe Apyrux cocy-
OUCTbIX OCNOXHEHUM MO3BONSET M36exaTb TPODUYECKUX

OCNOXHEHWI B BUAe NMOAHOITEBbIX A3B, @ TAKXKe CKnepoaep-
MMYECKOro NMOYe4YHOro Kpu3sa, pas3BUTUS JIEFOYHON apTepu-
abHOW rMNepTeHsnu [22].

Hw»Ke npeacTaBneHo onvcaHue cnydas CUCTEMHOM CKIle-
pPOAEPMHUN C pPa3BEpPHYTOM KIWMHUKOM cuHApomMa PenHo,
BbIMNOMIHEHHOE C LEeNblo 06paTUTb BHMMaHME Y4YaCTKOBbIX
neguMaTpoB M peBMaTtonoroB ambynaTtopHoOro npuema Ha
TUMWYHbIE CUMMTOMbI 3aboneBaHns. Heo6xo4MMOCTb 3TOro
NPOAMKTOBaAHa Ba)KHOCTbIO PaHHEW AMArHOCTUKM W, Kak
CNnefcTBMe, Havyana NevyeHns aNa CHUMXEHUS PUCKa nporpec-
CUpPOBaHUS 6GONE3HU U PA3BUTUS OCNOXKHEHWN.

KNIUHUYECKHUIA NPUMEP

O naumeHTe

Manb4uK, BospacT 10 net, rocnutanManpoBaH B peBma-
TOJIOrMYECKOoe oTaeneHne o6acTHOM 601bHULbI C XKanobamu
Ha OUTENbHO He3aXMBaloWMe A3BOYKM Ha KOXKe AUCTanb-
HbIX danaHr 2-ro M 3-ro nasnablLEB NIEBOM PYKU, a TaKkKe
1-ro nanbLa neBon cTonbl. Kpome Toro, 6€CcnoKomnIo orpaHu-
YyeHue ABMKEHMI B NEBOM Ny4e3ansiCTHOM CycTaBe.

AHaMHe3 60/1e3HU

M3 MeanMUMHCKON JOKYyMEHTaLMn U3BECTHO, YTO U3MEHE-
HWMS KOXMK B BUAe runepnurmeHTaunmn nosaBuanMcb B Bo3pac-
Te 7 Mec B obnactu nesoro 6eapa. 1o atomy nosBoay matb
pebeHKa K BpayaM He obpallanacb. B TeyeHne cneaytoLnx
10 mec oyaru runeprnurMmeHTaumnmM NosSBUANCH Ha TyNoBULLE
(neBasi NoNIOBMHA }XMBOTA U TPYAM) U IEBON NMONOBUHE NNLA.
O6patMnucb K gepmarosiory, NnocTtaBfieH AMarHo3 «BpPOXK-
[EeHHasa remmatpodus Koxu», Mo NOBOAY KOTOPOro nauneHT
Habnganca U neyuncs y gepmartosiora Ao 5-netHero BO3-
pacTa (ne4yeHune mas3amu u dusnotepanus).

B cBa3u ¢ otcytcTtBMEM 3ddeKTa pebeHOK Obl Hamnpas-
NleH B [eTCKOe KapauopeBMaTofiorMyeckoe oTaeneHue
o6nacTHOM 60/IbHULBI, A€ KPOME rMnepnurMeHTaLunn 1 aTpo-
dUM NOAKOXKHOW KNeTyaTKM N1eBOW CTOrMbl, JIEBOW NMOSOBUHbI
TynoBulWa, NeBoW MNONOBMHLI NULa, B 06nactn nepeaHewn
NOBEPXHOCTU FPYAHON KNETKWU, aCUMMETPUU pTa, aTpodumn
MbILLL, HOT, IeBOV PYKM Gblna BbiiBNEHA KOHTPaKTypa 1eBOro
Nly4e3ansiCTHOro cyctaBa U 2-ro nanbla 1EBON KUCTH.

MoctaBneH agnarHos: «CMCTEMHasi CKiepoaepmus, pac-
npocTpaHeHHas, remmdopma B CTagum atpoPum 1 ckneposa
C NOpPaXKeHMEM KOXM, CYyCTaBOB».

M3 BbLIMMCHOrO 3MMKpM3a M3BECTHO, Y4TO B pesynbrate
nabopaTopHO-UHCTPYMEHTaNbHOIO 06cnefoBaHua (06Lmi
N GUOXMMMUYECKMIA aHaNn3bl KPOBW, aHaIN3 MOYM, CYyTOYHas
NpoTENHYpUs, axokapauorpadus (3xoKrl), ynbTpasByKoBoe
nccnegosaHue (Y3M) noyeK M HaamoYe4YHWKOB, KOMIMblOTEP-
Hasa Tomorpadusa (KT) opraHoB rpyaHOM KNETKW) OTKIIOHEHWM
OT BO3PacTHOM HOPMbI He 06Hapy*KeHo. B cTtaumoHape npoBo-
OWNK NeveHne metoTpekcatom (7,5 Mr 1 pa3 B Hefento nog-
KOYKHO), METUANPEAHN3010HOM (4 mr no 1 Tabn. yTpom), Aunu-
pugamonom (0,25 mr 1/4 tabn. 3 pa3a B CyTKM). BbinucaH
B YAOBNETBOPUTENIbHOM COCTOSIHUM WM C PEKOMEHAALMAMM
K NpMeMy MeToTpeKcaTa 7,5 M B Heento AIMTeNbHO, a TaKKe
METUANPEAHM30/I0Ha No 4 Mr YyTPpOM B TeyeHue 1 mec.

Co cnoB matepu, Ha poHe Tepanuun 3abosieBaHue Npo-
rpeccvpoBasno, NoBUINCHL HOBbIE O4aryM rMnepnurMmeHTaumum
C aTpodUeEN KOXKKM B 061aCTU TblIbHOM NMOBEPXHOCTU 1EBOM
ctonbl. N3 6eceabl ¢ poauTENs MM M3BECTHO, YTO 4epes
5 mec nocne noctaHoBKKU auarHo3a CC/L npucBOeEH cTaTyc
«pebeHOK-MHBaNng» CpokomMm Ao 18 net. M3 BbIMUCHOrO 3nu-
Kp13a yCTaHOB/IEHO, YTO 4Yepe3 6 mMec MOBTOPHO Mpouwen
CTalUMOHapHoe fieyeHne B 061acTHOM cTauunoHape. BoinnucaH
C peKoOMeHZauMsaIMKU NPOAOCIKNUTL NPUEM METUANPEAHN30SO-
Ha B 403e 4 mr/cyT AnuMTenbHO M BBEAEHME MeTOTpeKcaTa
no 7,5 Mr nogkoxHo. Co cnoB maTtepu, peKomeHaauuu



co6t04anu, HO NONOXUTENbHOIO addeKTa OT NIe4YEHU OHa
He oTMevana.

M3 MeOMUMHCKOM AOKYMEHTaLWMW WM3BECTHO, 4YTO eLlle
yepe3 6 Mec pebeHOK 6bi1 ob6cnegoBaH B denepanbHOM
MEAMLMHCKOM MCcneaoBaTelbCKOM LieHTpe. BblweykasaH-
HbIM AWarHo3 6bl/1 NOATBEPKAEH.

MpoBeaeHa AEHCUTOMETPUS — MUHEpPanbHasa NIOTHOCTb
KOCTHOM TKaHW B HOpMe.

Mo gaHHbIM Y3W 6pIOWHON NONOCTU — BTOPUYHbIE U3ME-
HEHWSA NOAKENYAOHHOM Kenesbl.

Mpn KT nne4veBbIX CycTaBOB BbISIBNEHO 06bI3BECTB/IEHNE
XPSLLEBbIX CTPYKTYp CleBa.

3akntoyeHne nocne GubporacTpoayoaeHOCKONUU: «AHT-
panbHbI 04YaroBbIM rACTPUT C MPU3HAKaMU BTOPMYHbIX
W3MEHEHUI MOAXKENYAOHHOW Kenesbl, 6ybOUT».

Y3W noyek n IxoKIr — 6e3 naTonoruu.

JleyeHne ocTaBneHO MPEKHUM, METOTPEKCAT Ha3Ha4eH
nepopanbHo B go3e 7,5 Mr 1 pa3 B Hegento, donnesas KUc-
noTa 1 Mr exXegHeBHO, KpOMe AHS BBEAEHUS METOTpeKcaTa.
BbinucaH B yAOBNETBOPUTENBHOM COCTOSIHMK, 6€3 AUHaAMMU-
KW no 3abonesaHuo. PekomeHaoBaH NpMeM MeToTpeKcaTa
7,5 Mr nepopanbHo 1 pa3s B Heaento, ponunesas kucnota 1 mr
eXeaHEeBHO, Kpome [Hf BBEAEeHUs MeToTpeKcaTta, MeTwi-
npeaHn3onoH 4 mr no 1 ta6n. yrpom anutenbHo. Co cnos
MaMbl, Tepanunio NPUHUMaNN PerynspHo.

Yepes rog nocne atoro pebeHoK 6bin B o4epeaHon pa3s
rocnutann3npoBaH B 06n1acTHOW cTauuoHap. Bo Bpewms
rocnutanusauun go3a MeTUNNPeaHU300Ha Gblia yBennye-
Ha oo 4 mr 2 pa3a B CyTKM B TedeHure 1 Mec ¢ nocneayowmm
CHUXeHnem no 1/4 1abn. 1 pas Kaxnable 7 cyT o 4 mr/cyr;
[03MpOBKa MeTOTpeKcaTa ocCTaB/ieHa npexHen — 7,5 M.
TaKkKe nauneHT nonyvyan gesarperaHTHyto Tepanuio (Aunupu-
namon) u eomsuonedyenune (GoHodopes ¢ rMAPOKOPTUSOHOM
1 anekTpodopes ¢ rmanypoHnagason).

Mpu BbINUCKE KNIWHUKa 3aboeBaHns 6€3 CyLLECTBEHHbIX
W3MEHEHUN. PeKomeHaoBaHa MOBTOpHas rocnutanuMaauus
yepes rog. Co cnos martepu, B ¢BA3U ¢ naHgemuen COVID-19
rocnutanu3daums He coctosinacb, pebeHOK nepuognye-
CKM Habnogancsa y peBmaTtosiora amoynaTopHO B TeYeHue
2,5 net ¢ nocnegHen rocnutanusaunn. Koppekunsa tepanumn
He NpoBoAMNach, NaLUMEHT NPOAOKaN NoayyaTb METOTPEK-

cat 7,5 Mr, METUNNPEaHU30/I0H 4 Mr YyTPOM, Kypcamun aes-
arperaHTHylo Tepanuio (aunupugamon). lMocne nosiBneHus
NOAHOITEBLIX 13B B Bo3pacTe 10 neT o6patuinch K peemarto-
NIOTY MO MECTY XMUTENbCTBA, 6bI/10 NPOBEAEHO IeHEHUE OHMU-
XOMMKO3a NpOTUBOrpMOKOBbLIMU cpeacTBaMu, 6e3 apdeKTa.

AHaMHe3 XU3HU

PebeHOK poxaeH OT nepBoW OGEpPeEMEHHOCTU, MepBbIX
poaos. Macca Tena npu poxaeHnn — 3603 I, 4iMHa Tena —
54 cm. Poc 1 pasBuBancs COOTBETCTBEHHO BO3PacCTy M Mony.
BaKuuHauma cornacHo KaneHgapto Ao 5 net, ganee meau-
LIMHCKMI OTBO/ OT BaKLMHaALUM.

HacnepcrBeHHbIN aHaMHe3

PeBmaTtnyeckaa natonorus y poOACTBEHHWKOB MNepBOW
JIMHUM pOACTBa He BbiFBfeHa. Y 6abyllKn Mo MaMUHOWM
JIMHUN — OCTE0aPTPUT.

dusuKkanbHaa AMarHocTMka

Mpu rocnutanusdauuun B Bo3pacte 10 net dpusnyeckoe
pa3BuTMe pebeHKa Me30comMaTUyeckoe, COOTBETCTBYET
BO3pacTy.

Status localis: runepnurMeHTaunsa n atpodust NOAKOXK-
HOW KNeT4yaTKW NeBOKW CTOMbl, 1€BOW MOJIOBUHbI TYNIOBULLA,
N1eBOM MOMIOBUHBI NMLa, B 061acTn nepegHen NOBEPXHOCTH
rPYOAHON KIETKW, aCMMMETpPUS pTa, aTpodus MblLL, HOT,
NIEBOM PYKM, KOHTPaKTypa NeBOro fly4e3ansiCTHoOro cycraBa
W BTOPOro nanblia 1€BOW KUCTW, NOAHOITEBbLIE I3BOYKM Ha
KOXKe 2-ro nanbLa neBon KMCTK, 1-ro nanbLa NeBon cTonsbl,
nedopmaLlns HOrTeBOKM NAACTUHbI 2-ro Nasblia 1EBON KUCTH,
1-ro u 2-ro nanbLeB neBou cTonbl (puc. 1).

JlInmdoyanbl He yBennyeHbl. HacToTa AbixaTeNbHbIX ABU-
eHun — 18/MuH. HocoBoe abixaHue coxpaHeHo. B nerkmx
AbIXaHWe BE3WKyNspHOe, MPOBOAMTCS BO BCE OTAESbI, XpUTbl
He BbicnylwmnBatoTcs. Popma rpyaHON KNEeTKU — LUAWHAPK-
yeckas. Yactota cepaeyHbiX COKpalleHMn — 82 yAa./MuH,
NyNbC PUTMUYHBIA, MATKWMIA, FPaHULbl cepala He U3MEHEHDI,
TOHbl cepaua sicHble. OpraHbl NULWEBAPEHUS: A3bIK BAaX-
HbIM, XMBOT MPaBUIbHON KOHPUIypaLmn, aKTUBHO y4acTBY-
eT B aKTe AblXaHus, MArKnn, 6e360/1e3HEeHHbIN, MeYeHb,
ceneseHka He nanbnupytotes. Ctyn perynsapHbii, 6e3 naTo-

Puc. 1. Kuctn 1 neBast ctona naLumeHTa ¢ CUCTEMHOM CKnepogepmMuei, Bo3pacT 10 neT, npu nocTynieHnm
Fig. 1. Hands and left foot of a patient with systemic scleroderma, 10 years old, at admission

lMpumeyaHue. A — nofgHorTeBas A3Bo4YKa Ha 2-i danaHre n1eBon KUCTH, aedopMaLimsa AUCTanbHbIX U MPOKCUManbHbIX MeXdanaHroBbIx
CyCTaBOB 2-ro 1 3-ro nanbLeB N1E€BON KUCTU, TU3NUC AUCTanbHOM danaHrn 2-ro nanbua; b — K1CTU pyK B NpsiMoi Npoekuun; B — nogHortesas
A3Ba Ha Koxke 1-ro nanbua nesow cTonbl, gedopmauua 1-ro u 2-ro nanbLes 1€BOW CTOMbI.

McTouHuk: boromonosa t0.C., CaHTtanoBa I.B., 2024.

Note. A — an ulcer on the 2nd phalanx of the left hand, deformation of the distal and proximal interphalangeal joints of 2nd and 3rd fingers
of the left hand, lysis of the distal phalanx of the 2nd finger; b — hands in direct projection; B — an ulcer on the skin of the 1st finger of the

left foot, deformity of 1st and 2nd fingers of the left foot.
Source: Bogomolova J.S., Santalova G.V., 2024.
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Ta6nuuya. PesynbtaTthbl NaGopaToOpHbIX UCCNEf0BaHUI NauneHTa
C CUCTEMHOW cKnepoaepmuen, so3pacTt 10 neT, npy NocTynneHnu
B cTauuoHap

Table. Laboratory results of a patient with systemic scleroderma,
10 years old, at admission

Mokasatenm Pe3ynbTathbl PedepeHcHble
nccnepoBaHusa 3HavyeHus
[emMorno6wuH, r/n 138 120-150
Sputpouutsl, 1012/n 4,82 4,0-5,2
Nenkoumtsl, 109/n 4,66 4,0-5,2
Tpom60oumThl, 109/n 282 160-380
CO3, Mm/H 4 2-15
ANT, ME/n 20,1 <41
ACT, ME/n 24,7 <40
O6wuin 6enok, r/n 68,5 65-80
MoyeBUuHa, MMONb/N 2,5 3,2-7,3
C-peaKTUBHbIN 6ENOK, Mr/n 0,17 0-5
PeaMATOAHA 3T, | o obapywen | 0.30
DeppUTUH, HF/MN 96,9 7-140
antnrenan 1 02 <10
CD3* (T-numdoumTbl), % 62 66-76
CD3* (T-numdoumTsl), 102/ 1,24 1,40-2,00
CD20* (B-numdouuTsl), % 23 12-22
CD20* (B-numdouutsl), 10°/n 0,46 0,70-1,30
CD19* (B-numdouuThl), % 23,6 12-22
CD19* (B-numdouuTsl), 10%/n 0,47 0,30-0,50
CD4+* (T-xennepsbl), % 44 33-41
CD4+* (T-xennepsl), 102/ 0,88 1,00-1,80
CD8* (T-numdoumTsl, LITK), % 19,7 27-35
(iggS;J_(IT—nMMd)OLLMTbl, LTK), 0.39 0.60-1.90
OtHoweHue CD4/CD8 23 1,1-1,4
IL-2, nr/mn 1,7 0,0-10,0
IL-6, nr/mn 51 0,0-10,0
IL-8, nr/mn 92,0 0,0-10,0
IL-10, nr/mn 5,5 0,0-31,0
TNF-a, nr/mn 4,1 0,0-6,0
IgG, r/n 5,37 52-14,1
IgA, r/n 0,65 0,50-2,22
IgM, r/n 2,67 0,52-1,90

lpumevyanne. COS — cKopocTb ocefaHusa aputpouuTtos; ANIT —
anaHnHamuHoTpaHcohepasa; ACT — acnaptatamuHoTpaHchepasa;
KN — koadpdmuneHT no3ntTuBHoCTU; UTK — LMTOTOKCHMYECKUE KNeT-
Ku; IL — unHTepnenkuH; TNF-a — daKTop HeKpo3a onyxonu anbda;
18G — MMMyHOrno6ynuH Knacca G; IgA — UMMYHOTNO6YNNH Knacca A;
1M — nmMyHornobynuH Knacca M.

Note. ESR (CO3) — erythrocyte sedimentation rate; ALT (AJIT) —
alanine aminotransferase; AST (ACT) — aspartate aminotransferase;
PR (KINM) — positive rate; CC (LUTK) — cytotoxic cell; IL — interleukin;
TNF-a« — tumour necrosis factor alpha; 1gG — immunoglobulin G;
IgA — immunoglobulin A; IgM — immunoglobulin M.

NIOTMYECKUX MPUMECEN, 3NM304bl HEYCTOMYMBOrOo CTyna.
MouyenonoBasi cuctemMa: MoyYencnycKaHume csoboaHoe, 6e3-
6one3HeHHoe. HepBHO-NCcMXMYeckoe pa3BuUTUE: pebeHoK
KOHTaKTHbIN, OPUEHTMPOBaH NPaBUbHO, B CO3HAHWW.

MpepaBapuUTeibHbIA AUArHO3

Bo Bpemsa rocnutanusauum 6bl1 NOATBEPXKAEH paHee
YCTaHOBMIEHHbIN AnarHo3: «CUcTeMHasa CKIepoaepmus, pac-
npocTpaHeHHas, remmdopma B cTagnun atpodun 1 ckneposa
C MOPa)KEHMEM KOXM, CYyCTaBOB».

AuHaMuKa u ucxogabl

[Mpn nocTynneHnn B KIMHUYECKOM U BUOXMMUYECKOM
aHanu3ax KpoBM NaTosiorMm He o6Hapy*KeHo. BmecTte ¢ Tem,
OTMEYEHO CHMKEeHWe oblero Konmyectesa T-nndmoLmTOB
(CD3*), He3HauuTenbHOe MnOoBbIlWEHWEe Aonu T-xennepos
(CD47*) n 3aMeTHOEe CHUWXKeHWe [O0NN LUTOTOKCUMYECKMUX
T-numdoumtoB (CD8*), a TaKKe yBeNnyeHue COOTHOLle-
Hug CD4+*/CD8*. O6pawaeTt Ha cebs BHUMaHWe 9-KpaT-
HOe YyBeNM4YeHWe KOHLEHTpauuu uHTepnenkunHa (IL) 8
(c™m. Tabnuuy).

KT opraHoB rpyoHOW K/EeTKM (BblMOSIHEHA Ha 2-e cyT
rocnuTanuadaummn). numdageHonatms MNoAMbIWEYHbIX IUM-
doy3noB.

PeHTreHorpadusa KMcten 1 cton (BbiNOSIHEHA BMepBble,
Ha 2-e CyT rocnuTann3aLnn): akpoocTeosn3 HOrmreBom 6yrpu-
CTOCTW AUCTanbHOM danaHrn 2-ro nanbla NEeBON KUCTM.
OTmevatloTcs OEeCTPYKTUBHbIE M3MEHEHWUS TOIOBOK MPOK-
cuUManbHbIX danaHr 2-ro M 3-ro nanabliEeB JIEBON KWUCTW.
CycTaBHble Lenn AUCTaNnbHbIX M MPOKCMManbHbIX danaHr
2-ro nanblia Cy)KeHbl, HabngaTcs yBennyeHne obbema
MSATKUX TKaHEN, KOCTHbIE 3P03U1KU, AePOpMaLUs KOCTHOM TKa-
HW. Bu3yanunaunpyercs paBHOMEPHOE pa3pexeHne KOCTHOMo
BellecTBa 06enx KUCTen (puc. 2).

C y4yeTOM BbIpaXKEHHOCTU COCYAUCTbIX HapylWeHWUn
Ha3HayeHa cneaylollasa Tepanua: meTotTpekecar 12,5 mr noa-
KOXHO 1 pas3 B Hegento, HudbeaunuH (5 mr no 1 Tabn.
3 pasa B CyTKM), neHTokcnodunamu (100 mr 1 tabn. 3 pasa
B CYTKM), annpoctagnn 20 MKI yTPOM 1M BEYEPOM B TeyeHue
14 cyT BHYTPMBEHHO KanenbHO (MHDY3UK B TedeHue 2—3 ).
B 1-e n 6-e cyT rocnutanusaumm 60/IbHOMY BbIMO/HEHA
Xupypruyeckas obpaboTtka 938 ¢ 10% pactBopom 6eTa-
OWHa. B pesynbrate Tepanuu, NpoBOAMMOW B CTaLMOHape
B TeyeHue 21 cyT, nnowaib NOAHOITEBLIX S3B YMEHbLUMAACh,
OHM MOKPbLINMUCb CTPYMOM, B KOHLE rocnutanuMsauuu Ha
2-M nanble neBor KUcTu ctpyn otnan (puc. 3). Mo gpyrum
KMHUYECKUM CMMMTOMaM 3abonieBaHnst — 6e3 U3MeHeEHUN.

MauneHT BbiNMCaH B YAOBNETBOPWUTENbHOM COCTOSHUM
ona ambynatopHoro Hab6lOAeHUs neguaTpoMm M peBmato-
norom. PEKOMEHAOBaHO NPOAOMKMUTL MPUEM MeTOoTpeKcaTa
no 12,5 mr 1 pa3 B Hegento, GonmMeBon KMcnoTel — no 1 mr
eXeAHeBHO, KpoMe AHS NpuemMa MeToTpeKcaTa, NPeAHN30/10-
Ha — no 10 mr exxegHeBHO, HUbeaMnuHa 5 mr — no 1 Ta6n.
3 pas3a B CYTKM MOA KOHTPOSEM apTepuanbHOro JaBeHus,
neHTokcnoumnanHa 100 mr — no 1 1ab6n. 3 pasa B CYTKM.

MporHos

[MporHo3 Ansl *M3HW NaumeHTa 61aronpusaTHbIN B CBA3U
C OTCYTCTBMEM MOPaXKEHUS BHYTPEHHMUX OPraHOB U MeASieH-
HO nporpeccupyrownm TedyeHnem CC. MporHos 3abonesa-
HUS TaKKe 6naronpuaATHbIM NpU perynsapHoM HabnwaeHun
1 CBOEBPEMEHHOM KOpPEKL MK Tepanmm npu He0OX0AMMOCTH.

BpemeHHasn wkKana

PasButMe 3aboneBaHus y nauueHTa C CUCTEMHOM
CKNlepodepMMEN, ero KiYeBble CObObITUA MNpeacTaBieHbl
Ha puc. 4.



Puc. 2. PeHtreHorpadusa kucteit (A) v cton (B) B npsiMoi NPOeKLMK Y NaLueHTa ¢ CUCTEMHOM cKiepoaepmuen, Bo3pacT 10 net
Fig. 2. X-ray of hands (A) and feet (B) in frontal view in a patient with systemic scleroderma, 10 years old

MpumeyaHune. CTpenkamu oTMeYeHbl crnefytolwmne Npu3HaKku: a) akpoocTeOIM3 HOTEBOW BYrpUCTOCTM ANCTaNbHOW danaHrn 2-ro nanbla 1eson
KUCTH; 6) ECTPYKTUBHbIE UBMEHEHWS FOIOBOK NMPOKCUMasbHbIX GanaHr 2-ro 1 3-ro nanbLeB NEBOV KUCTU, CYCTaBHbIE LENN AUCTaNbHbIX

M NPOKCMManbHbIX GanaHr 2-ro nanbla Cy»KeHbl, yBeNMYeH 06beM MATKUX TKaHEeW; BU3Yann3npyroTcs KOCTHbIE 3p03uu, aedopMalLiMs KOCTHOW TKaHM,
paBHOMEPHOE pa3peXeHne KOCTHOMO BeLLECTBa 06eMX KUCTEN; B) AECTPYKTUBHbIE UBMEHEHUS AUCTanbHON danaHru 1-ro nanbla NeBom CTomMbl.
McToyHmK: boromonosa 10.C., CaHtanosa I.B., 2024.

Note. The arrows indicate the following signs: a) acroosteolysis of the nail tuberosity of the distal phalanx of the 2nd finger of the left hand;
6) destructive changes in the heads of the proximal phalanges of 2nd and 3rd fingers of the left hand, articular slits of the distal and
proximal phalanges of the 2nd finger are narrowed, the volume of soft tissues is increased; bone erosion, deformation of bone tissue,
uniform discharge of bone matter are visualized of both hands; B) destructive changes in the distal phalanx of the 1st toe of the left foot.
Source: Bogomolova J.S., Santalova G.V., 2024.

Puc. 3. JleBas ctona (A) 1 neBasi KUCTb (B) naumeHTa ¢ cMCTEMHOM CKnepodepmuei, Bo3pacT 10 net, nocne npoBeAeHHOro e4eHus B cTalmMoHape
Fig. 3. Left foot (A) and left hand (B) of a patient with systemic scleroderma, 10 years old, after hospital treatment

MpumeyaHue. Ha doHe Tepanuu (21 cyT) nnowaab U ryéuHa NogHOITeBbIX S3B YMEHbLUIWIUCH.
McTouHnk: boromonosa 10.C., CaHTanosa I.B., 2024.

Note. On the background of therapy (21 days), the area and depth of the subarticular ulcers decreased.

Source: Bogomolova J.S., Santalova G.V., 2024.

Puc. 4. Pa3sutue 3ab6oneBaHus y naumeHTa ¢ CUCTEMHOKN CKnepoaepmMuen
Fig. 4. Disease progression in a patient with systemic scleroderma

MNosiBneHune runepnurMeHTaLmnmn Koxm O6cnegoBaHue 1 ievyeHne
YcTaHoBNEHWe AMarHosa
Ha TynoBMuLe (neBasi NONOBMUHA XUBOTaA B dbeaepanbHOM OHUXOMUKO3
~ « »
W rpyaun) u NeBow NonoBuHe nuua nccneaoBaTenbCKOM LIEHTPe

Bospact Yepes Bospact Bospact Bospact Yepes Yepes
7 mec 10 mec 5 net 6 net 10 net 2 Hep 2 mec

MnepnurmMeHTaumsa lNocTaBneH gnarHo3
MNosiBneHune HacTosawas
KOXMW B 06/1acTu «CUCTEMHas
NOJHOITEBLIX 3B rocnurannaaums
nesoro 6eapa cKiepoaepMus»
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OBCYXAEHME

TpyAHOCTU ANArHOCTUKHU

MoapHasa anarHoctnka CCL, onucaHHas Hamu, 06ycnoB-
NnieHa psaom ¢akTopoB. Bo-nepBbix, 3TO no3aHee obpalle-
HWEe MaTepu Mo MOBOAY OYaroB rMNEPrUrMEeHTaLMU KOXM,
NnosiBUBLUMXCA B BO3pacTe 7 MeC, YTO MPUBENO K 3adepiK-
Ke (Ha 10 mec) obpalleHns 3a MeAULMHCKOW MOMOLLbIO.
Bo-BTOpbIX, Aaxe nocne obpalleHns K 4epMaTosnory B CBA3u
C pacnpocTpaHeHMEM O4aroB rmnepnurMeHTaumm He NnpoBe-
[leHa KOHCy/bTauus negmaTpa no noBoay MMeoLWmMXea n3me-
HEHUN Ha Koxe. CyauTb O XxapaKTepe TeYeHus 3aboneBaHus
B BO3pacTe 40 5 /IeET Ha OCHOBAHWWM MMEIOLLMXCS AaHHbIX
HEBO3MOXHO (HET 3aK/loYeHU neanaTpa u pesmarosora).
OgHako, Ha Haw B3rnsa4, AepmaTtonorom, HabnioaasBLIMM
pebeHKa B TeyeHne 5 net, gonylieHa cepbe3Has ownbKa —
He y4TEeHO OTCYTCTBME MONOXMUTENbHON AWHAMWKKM Ha dOoHe
NpPOBOAMMON Tepanuun No NoBOAY NOCTaBAEHHOro UM Auar-
HO3a («BPOXAEeHHas remMumaTpodusi KOXu»), He MPOBeEAEHbI
avddepeHumnanbHas AMarHOCTMKa, a TaKXKe KOHCynbTauuu
cneuvanncToB, B 4acTHOCTM peBmaTosiora. o aTton xe
npuymMHe, BEpPOsiTHEE BCEro, Obl0 MPOMYLIEHO MOpaXKeHue
CcycTaBOB, xapaKktepHoe ana CC/ [19]. Mocne yctaHOBNEHMUS
[MarHo3a He 6blna BbINOJHEHA KaNUIISPOCKONKUS HOITEBOIO
NI0XKa, HeobxoaMmas AN OLUEHKWU CTENEeHU COCYAMCTbIX Hapy-
weHnn [19]. TakKe HU pa3y [0 HaCTosIWeEN rocnuTann3daunm
He Oblf1a BbIMO/HEHA NOKa3aHHasa B ciyvasax CCL peHTreHo-
rpadus KUCTen 1 cTon, HeobxoanMas Ans OLLEHKU COCTOSAHUSA
CyCTaBOB W KOCTEW Ha Hann4ymMe OECTPYKTUBHbIX U3MEHEHUN
danaHr, Cy)xeHUs CycTaBHbIX LWeNen u KOCTHbIX 3po3ui [19].

B HacToslwylo rocnutann3aumio 6bial BbINOAHEH aHanU3
KNETOYHOro 3B€Ha MMMYHHOW CUCTEMbI, B pe3ynbrate Yero
OBGHapyXeHbl CHWXKEeHWe oblero Konuyecrtea T-TMPMOLMTOB
(CD3*), He3HauuTenbHoe noB.sbileHne gonun T-xennepos (CD4Y)
M 3aMETHOE CHMXEHWE AO0NN LUTOTOKCUYECKUX T-TMMPOLNTOB
(CD8*), a TakkKe yBenuyeHue cooTHoweHus CD4+/CD8*,
4YTO MpPUCYLLE ayTOMMMYHHbIM 3abofieBaHusM B Lenom [23].
O6pallaeT Ha cebst BHUMaHWe 9-KpaTHoe yBeMYEHUE KOHLIEH-
Tpauuu NPOBOCMNANUTENbHOIO LIMTOKMHA IL-8 (CM. Tabnuuy), 4To
Takke xapaktepHo ans CC/, [24]. MporHocTMyecKoe 3HavyeHne
TaKOro NoBbIWEHUS KOHLEeHTpaumK IL-8 y 60nbHbIx ¢ CC/, ocTa-
eTcs HEM3BECTHbIM. BmecTe ¢ Tem, M3BECTHO O MOJIOXKUTESb-
HOW KOppensLumn Mexay nepopasbHOM 403UMPOBKOW MIOKOKOP-
TUKOCTEPOMAOB M KOHLEHTpaUuen |IL-8, 4To xapaKTepHO AHSA
Hallero nauueHTa, yyuTblBas AJIMTENbHbIM NPUEM MeTunnpea-
Hu30M0Ha [25]. B HeKOoTOpbIX UCCNefOBaHWUAX YCTAHOB/EHO,
yTo IL-8 accounmpoBaH ¢ 06pa3oBaHNEM 3PO3UIN KOCTeN [26]
nyTeM CTUMyNaunMn anddepeHUMpoBKM U aKTMBHOCTU OCTEO-
KnactoB [27]. B aTo cBA3K, Ha Haw B34, NauueHTy 6bina
rnoKa3aHa NOBTOpPHas AEHCUMTOMETPUS, BbIMNOJHEHHAs TONbKO
B denepanbHOM LeHTpe. OaHako B 06/1acTHOM CTalMoHape
B Mepuoj rocnutann3almm naumeHTa 4eHCUTOMETPa He Oblsio.

HepocTtaTtku Tepanum

Mocne ycraHoBneHus anarHo3a CC/ 6bi10 Ha3Ha4yeHOo
neyeHne (meToTpekcar 7,5 mr 1 pa3 B Hefeno, MeETUINpea-
HW30M0H 4 mr no 1 Tabn. yrpom, aunupuaamon 0,25 mr
1/4 1abn. 3 pasa B CYTKM), COOTBETCTBYIOLLEE KTMHUYECKUM
pekoMeHgaumsam [19]. CumTaeTcs, YTo NpM paHHEM Ha3Have-
HUW NpenapaTtoB 6a3WCHOM Tepanuu BO3MOXHO M36exaTb
pa3BuTUs y 6onbHbiX ¢ CCL cTomKkux gedopmanmi OnopHo-
OBUraTenbHOro anmnapata, a TaKkKe 06e3006parKnBatoLLnX
M3MEHEeHUN Koxu [28]. OfHaKO y Hawero nauueHTa Ha
poHe nedvyeHns 3aboneBaHMe MNPOAOCKMIO MPOrpeccupo-
BaTb (NOSBUIMCb O4aru CKNEpo3nMpoBaHUs Ha IeBOM cTone),
4YTO yKa3blBaeT Ha Heo6XOAMMOCTb NepecMoTpa Tepanuu.
B yacTHOCTH, LenecoobpasHbIMU B TaKMX Cydasx cHMTatoTcs
OTMEeHa MeToTpeKcaTa M Ha3HavyeHne MUKodpeHonata mode-

TMna NM6o fobaBleHNe reHHO-UHXEHEPHbIX BUONOrMYECKNX
npenapartoB (abaTauenTta uau Touunnusymaba) [19].

CMeHa Tepanuu Heobxoauma ANa npeKkpalieHus/3ames-
NEHUSI NPOrpeccupoBaHns KOXHOIO CMHAPOMA M COCYAMCTbIX
ocnoxHeHnn CCL, a TakKe 0N CHUXKEHWUS pUCKa BO3HMK-
HOBEHWSI OpraHHbIX nopaxexHun [19, 29]. OgHako B ob6nact-
HOM MEAMLMHCKOM YYPEXAEHUU TaKMe U3MEHEHWS SevyeHus
BbIMOMHEHbI HE GblM MO MPUYMHE OTCYTCTBUS COOTBETCTBYIO-
WMX NIEKapCTBEHHbIX NpenapaTtoB. ITM OrpaHUYeHUs MOMU
6blTb KOMNEHCUPOBaHbI B peaepanbHOM MEAULIMHCKOM Ucche-
[0BaTeNbCKOM LIEHTPE, B KOTOPOM, KpOMe TOoro, mMorna 6biTb
npoBeAeHa M KanunaspoCKONUs HOrTeBoro noxa. Ho Huyero
N3 3TOr0 ceNaHo He 6bI10. JledeHne ocTaBNeHO NMPEKHUM.

o npuynHe NporpeccupoBaHns 3ab6oneBaHns U OTCYTCTBUSA
B 0061acTHOM cCTauuoHape MUKodeHonata modeTtuna Hamu
6blI0 NPUHATO PeLLEHNe YBENNYUTb AO3MPOBKY 6a3UCHOro npe-
napaTta MeToTpeKkcata go 12,5 mr 1 pas B Hegento. MauneHTty
6blla BbIMONHEHA TeNeMeaMLMHCKas KOHCynbTauus c depe-
panbHbIM MCCNEfOBaTENbCKUM LIEHTPOM ANF MnocneaytoLlen
rocnuTann3aLmu ¢ Lenbto MHULMaL MM GUON0rMYeCcKomn Tepanmu.

Mpo6nema OTCYTCTBUSA FEHHO-UHXKEHEPHbIX MpenapaToB
KpalHe aKTyanbHa Ans 06/acTHOro crauuoHapa. B atowm
CBSI3M BeAeTCs aKTuBHasa paboTa Ans nNony4yeHus ux u nocTy-
NJeHns B pacnopsixeHue nevaumx Bpaven. BaxkHocTb obec-
neyeHns permoHanbHOro CcTtauuoHapa 3TUMK npenapatamu
OOBACHAETCH HEOOXOAMMOCTbIO Ha3HA4YeHUsA UX He TONbKO
npu CKNepoaepMUKU, HO TaKKe M Mpu Apyrom pacnpocTpa-
HEHHOM peBMaTM4YECKOM 3abofieBaHUM — OBEHUILHOM
namonaTtMyeckom apTpure.

[Ona KOppeKuun HapyweHUW Ha MUKPOLMPKYISATOPHOM
YypOBHE (pa3BWTME MNOAHOITEBLIX $13B, OCTEOAM3 [AMCTaNbHbIX
danaHr) npu nocnegHen rocnutanMsaumm UCNonb30Banu npe-
napaTbl C aHTWarperaHTHbIM, aHTUaAresMBHbIM M cocygopac-
WMPSIOLWMM LENCTBUEM: ANNUPUAAMON, MEHTOKCUDUAINH U an-
npocTagnn (CUHTETUYECKUI aHanor npoctarnaHavHa E1) [30].

M3BecTHO, Hanpumep, 4TO annpocTagun yBenuyuBaeT
NNOTHOCTb KanuansapoB W OKasbiBaeT NPOTUBOBOCMANUTENb-
HbIY 9hdEKT — NoaaBnSeT aAre3uto U MUrpaLuio NeMKouuToB
B UlleMn3unpoBaHHble TKaHu [31, 32]. CornacHo AaHHbIM paH-
LOMMU3NPOBAHHbIX KOHTPOAMPYEMBIX MCCNEA0BaHNUM, HPY3H-
OHHble NpocTaHouabl 3ODEKTUBHbLI AN 3aXKMBAEHUS AWTU-
TanbHbIX 3B [33], Npy¥ Ba30OKOHCTPUKLUMK (CMHOPOM PeiHo),
ONS CHUXKEHUSA Nepudepuyeckoro KpoBOTOKa M KOppeKLuu
PeosIorMYyecKMx CBOMCTB KPoBK y nauuneHtos ¢ CCA [33].

C MOMeHTa O6HapyXeHUs COCYAUCTbIX OCNoKHeHun CC/
npu nocnegHen rocnuTanuMaauum K fiedeHunto 6ol gob6asBieH
HUdeamnuH, pekomeHaoBaHHbin EULAR [19]. MetaaHanus
BOCbMW PaHAOMM3NPOBAHHbLIX KOHTPONMPYEMBIX WCCNeno-
BaHMM (CeMb C HUDEAUNMUHOM W OOHO C HUKaAPAUMUHOM),
B KOTOPbIX NpUHAnM ydactve 109 naumertos ¢ CC/, noka3zan,
4YTO AUIMAPOMUPUAMHOBBLIE @HTArOHUCTbl KanbLUMS CHUMKAlOT
y Takux GO0MIbHbIX PUCK PaA3BUTUS W TAXKECTb ULWIEMUYECKUX
atak npu cuHgpome PenHo [30]. bonee ToOro, AnuTenbHoe
NPUMEHEHNE OUTMAPONUPUAMHOBBLIX @HTarOHWCTOB KabLMs
3HAYUTENbHO CHUMXXAET PUCK PasBUTUS WILEMMYECKMX Hapy-
LUEHWI OMCTaNbHbIX OTAEN0B KOHEYHOCTeN y nauneHToB ¢ CCL
[31, 32]. MoaTtomy B Hallem cnyd4ae HUEAUNUH Bbln Ha3Ha4veH
NS ANMTEeNbHOMo NpUeMa Ha am6ynaTopHOM 3Tane neyeHus.

B cnyvae pa3Butua ocTteonopo3a Ha GOHe ANUTEeNbHOro
npuema rOKOKOPTUKOCTEPOMAOB MOKa3aHO Ha3HavyeHue
BUTaMMHa D, npenaparta KanbLus, a Takxe npenapata 13
rpynnbl 6uchochoHaToB [34]. OaHaKO, yunTbiBas HEBO3MOXK-
HOCTb NPOBEAEHUS AEHCUTOMETPUM Ha 6ale Hallero cTauumo-
Hapa, JaHHble npenapaTbl HadHa4yeHbl He Bblu.

Kpome Toro, He06X0AMMO OTMETUTL, YTO B KarKayt rocnm-
Tannaauuio, a TakxKe Ha ambynatopHom atane 1 pa3 B 3 mec
nauMeHT nonyvyan eusunonedeHme (GoHodopes ¢ rmapoOKopPTH-



30HOM W 3neKTpodopes ¢ rmanypoHnaasomn). CoyetaHne nmMmy-
HOCYMpPEeCCUBHOM Tepanuu ¢ du3nonedyeHneM 1 nevyebHon
GU3KYNbTYypOn 06ecneynBaeT MOSIOKUTENIbHOE BAUSIHWE Ha
CYCTaBHOW CMHAPOM, YTO B 3HAYUTENbHOW CTENEHU NPEAoTBpa-
LaeT pa3BuUTUE KOHTPaKTyp [35]. OgHaKo y Hallero naumeHTa
oXKnaaemblt 9PDEKT OT GU3MONEYEHUSA U NeHeBHON PUSKYSIb-
Typbl OOCTUTHYT He 6bin, y pebeHKa pa3BUINCb KOHTPAKTYpbI
IEBOr0 NIy4e3anscTHOro cyctaBa U 2-ro Nanbla 1eBON KUCTU.

BapuaHTbl pa3BUTUS GOJIE3HU

Y onucaHHOro HamMu pebeHKa OoTMedvaeTcsi MeasieHHoe
pa3BuTHE 3a60eBaHUSA C YMEPEHHO MONOXKUTENbHON AMHA-
MWKOW Ha (oHe NMpoBOAMMOM B CTalLMOHape Tepanuu, 4To
MOXET CBMAETENbCTBOBATL O 61aronpuaTHOM NporHose ans
*M3HU. OJHAKO ecTb OCHOBaHMWS CYMUTaTb, YTO annpocTaau,
no-BMAMMOMY, HE WMMEET [LONrOCPOYHOIr0 MONOKMUTENBHOIO
apdeKTa, HO MOXKET ObITb anbTEPHATUBOMN MAOMPOCTY ANs KpaT-
KOCPOYHOrO NIe4eHUs, Hanpumep, Npu TSXenon nanbleBon
nwemum [33]. N3 atoro cneayet, 4TO HEOBXOAMMO Y4UTbIBATb
HEeOAHO3Ha4YHOCTb NporHosa passutns CCL, B CBA3U C Y4eEM
Ba)KHbIM SBNSETCS AMHAMMW4YecKoe HabngeHne pebeHKa
pesBmaTonorom (1 pa3 B Mecsil) 419 UCKIOYEHUS, B NEPBYIO
oyepeab, MOPaXKeHUs cepaua M Nerkux, a Takxe CBOeBpe-
MEHHOW KOppEeKLUn 6a3ncHOM M cocyaucton Ttepanuu [19].
Mpu HecobnaeHUN peKoMeHaauun (Npuem MmeToTpeKcaTa
BHYTPb NMo 12,5 mr 1 pa3 B Heagento, GoanMeBon KMCNoTbl No
1 Mr BHYTPb €XeAHEBHO, KpoMe AHA npuemMa MeToTpeKcaTa,
npegHusonoHa no 10 Mr exeaHeBHO BHYTPb, HUbeAMNMHA
5 mr no 1 ta6n. 3 pasa B CyTKM NoA KOHTPOJSIEM apTepuab-
HOro gaBneHus, neHtokendunamua 100 mr no 1 tabn. 3 pasa
B CYTKM), @ TaKKe OTCYTCTBMMU MOHWMTOPUHIA COCTOSIHUS 340-
pPOBbS MaLMeHTa BO3MOXKHO NPOrpeccMpoBaHne COCyanCTbIX
HapyLeHWI C OCTEONN3OM APYrnx GpanaHr nanbLueBs, Pa3BuUTH-
€M JIEr04YHOM apTepuasnbHON rTMNepPTEH3MK, MOPaXKEHUEM cep-
[AE4YHO-COCYANCTOM CUCTEMBI, KENYAOYHO-KMLLEYHOrO TpaKTa
M MOYEK, 4TO MOXKET NPUBECTY K NIETaslbHOMY UCXOAY.

3AK/IIOMEHME

MpeactaBneHo onucaHve CCL ¢ cocyaMcTbiMKU OCNOXK-
HEHMSIMM Y ManbyuKa B Bo3pacte 10 net. Hamun nokasaHbl
OWWNBKK BeaeHus pebeHKa, B TOM YUC/Ie Ha MNPOTAKEHWUM
BPEMEHW C MOMEHTa YCTAHOBNEHWUS AMarHosa O nocnej-
Hen rocnutannsaunu. He 6binn BbINOAHEHbI HEOBXOAMMbIE
OMarHoCTUYEeCKMe uccnegoBaHus (peHTreHorpadua Kuctemn
M CTOM, KanuInsapoCKOMMUS HOITEeBOro Joxa), u3bpaHa
HeBepHas TaKTUKa IeYeHUs, U B YaCTHOCTU CBOEBPEMEHHO
He nNpoBejeHa KOppeKLMsa Tepanuu B CBA3W C NPOrpeccu-
poBaHueM 3aboneBaHus. B TeyeHne 5 neTr HabnwogeHus
¢ anarHo3om CC/] He npoBoannach CocyaucTas Tepanus, 4to
NPWBENO K Pa3BUTUIO NOAHOITEBLIX A3B, OCTE0NN3Y ANUCTaNb-
HbIX panaHr 2-ro nanbla 1€BON KUCTU, a TaKKe K ANCTpoduu
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