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AHHOTALUA

Llenb. MNokasaTb pasHoobpasne 1 THKECTb KINMHUYECKOW CUMNTOMAaTWKW, 60NbLLION CNEKTP ANarHOCTUYECKOro noucka, a
TaKkKe CNOXHOCTM B Tepanuu y nauneHTkn 10 neT ¢ CUCTEMHBIMW NPOSBNEHNAMMW FOBEHUITBHOW CKIEPOAEPMUN.
Matepuanbl u meToabl. [poBeAeH PETPOCNEKTUBHBIV aHanNn3 aHaMHECTUYECKNX CBeAeHUN, TedyeHns 3abonesaHns, na-
6opaTopHbIX M UHCTPYMEHTanNbHbIX AaHHbIX, @ Takke NPOBOAMMOW Tepanun naumeHTkn 10 NeT ¢ oBEHWUNbHON CUCTEMHON
cknepogepMmuen.

PesynbraThl. Y naumeHTKM Obiny BbISIBNEHbl MHOXECTBEHHbIE TUMNYHbIE CKNEPOAEepPMUYECKUe o4aru HenpasunbHON op-
Mbl, C pa3HOW CTaauen nopaxeHus (oTek, MHAypaums n atpodus). MNopaxeHne cycTaBoB oTMeYanoch B Buae nceegoap-
TpuTa MexdanaHroBbIX CycTaBoB KUCTelN ¢ hopMUpoBaHMEM CKNEpPOAAKTUNNM M NPaBoro rofieHOCTOMHOro cyctaea. B
pesynsraTe NpoBeAeHUs KOMMNbIOTEPHON TOMOrpadun OpraHoB rpyaAHON KNETKN BbISBMEHbI MPU3HAKN MHTEPCTULMAaNbHOIo
3aboneBaHusa nerkvx no Tuny unbposumpytoLlero anbeeonura. Nocne Bepudmrkaummn amarHo3a naumeHTKe HasHadeHa ba-
3ucHas Tepanus: METUNNPEAHN30IOH U LmKnodocdhaH.

3akntoyeHue. [NpeacTaBneH KMUHUMYECKUIA crnyyYan AebloTa IoBEHUMbHOW CUCTEMHON CKNepoaepMum ¢ GbICTpo nporpec-
CUPYIOLLMM, PacnpoCTPaHEHHbLIM NOpPaXKEHWEM KOXM, BOBIIEYEHNEM OMOPHO-ABUraTenbHOro annapara u passutuem u-
6posmpytoLero anbBeonvTa. bnarogaps MHTEHCMBHOWM U ANUTENBbHON NaTOreHeTUYECKoN Tepanum (FMIOKOKOPTMKOUABI, Lixi-
knodpochamma) yaanock ctabunmavpoBaTb COCTOSIHWE MaUMEHTKU, OCTaHOBUTb NMPOrpeccMpoBaHne MHTEPCTULMANBHOIO
NOPaXKeHNs Nerkux.
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ABSTRACT

Aim. To show the diversity and severity of clinical symptoms, a large range of diagnostic search, as well as difficulties in
therapy in a 10-year-old patient with systemic manifestations of juvenile scleroderma.

Materials and methods. Aretrospective analysis of the anamnetic data, the course of the disease, laboratory and instrumental
data, as well as the ongoing therapy of a 10-year-old patient with juvenile systemic scleroderma was carried out.

Results. The patient was diagnosed with multiple typical sclerodermic foci of irregular shape, with different stages of lesion
(edema, induration and atrophy). Joint damage was noted in the form of pseudoarthritis interphalangeal joints of hands with
the formation of sclerodactily and right ankle joint. As a result of computed tomography of chest, signs of interstitial lung
disease by the type of fibrous alveolitis have been revealed. After verification of the diagnosis, the patient was prescribed
basic therapy: methylprednisolone and cyclophosphane.

Conclusion. A clinical case of the debut of juvenile systemic scleroderma with rapidly progressive, widespread skin
lesions, involvement of the musculoskeletal system and the development of fibrous alveolitis is presented. Due to intensive
and long-term pathogenetic therapy (glucocorticoids, cyclophosphamide), the patient's condition was stabilized and the
progression of interstitial lung disease was stopped.
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BeepeHue

KOBeHunbHasa cuctemHas cknepogepmus (KOCCL)
— XpOHU4Yeckoe ayTOMMMYyHHOe 3aboneBaHve C ge-
6ioTom BonesHnm [o 16-neTHero Bo3pacTa, KoTopoe
NposiBRsSieTCa Nporpeccupyowmnm rbpo3Ho-cknepo-
TUYECKUM NOPaXXeHNEM KOXMW, ONOPHO-ABUraTeNbHO-
ro annapara, BHYTPEHHUX OpraHoB (nerkux, cepgua,
noyek, MWLEBapUTENBHOrO TpakTa) M pacnpocTpa-
HEHHbIMW Ba30CMacTUYECKUMU HapYLUEHUAMU (CUH-
ApoM PeliHo), B OCHOBE KOTOPbIX NEXUT NopaxeHue
COeAVMHUTENBHON TKaHM ¢ nNpeobnagaHuem punbposa
1 COCyaOoB MO TNy obrMTepupyoLLEero aHgapTepumTa
[1].

BnepBble CUMNTOMbI CKIepogepMumn ykasbiBaeT
B cBoux Tpyaax unnokpat ewe B 400 rogy O H.9.
OH onucbiBan nogen «C HaATAHYTOW, CyXOW U NMoT-
HoW Koxel 6e3 BblgeneHus nota». B 1753 rogy uta-
nbsaHckun Bpay n3 Heanonsa K. Kypuuo npegcrasun
HabnogeHne aesoudkM No umenn lNatpua Manbepa,
KoTopas cTpajana HanpsKeHHOCTbK BOKpPYr pTa C
NMNOTHOW XONOOHOW KOXEW Ha Lee n Apyrnx y4vact-
Kax Tena, a B 1842 rogy aHrnunckui Bpad B.[l. YayH
BrepBble onucan pebeHka C KIMHWYECKMMMK BUCLIE-
panbHbIMM CUMITOMaMK 3Toro 3abonesaHus [2].

KOCC[L poctaToyHO peakoe 3abonesaHue. W3-
BECTHO, YTO CKMEepoAepMUs C CUCTEMHBIMU MNPOSB-
neHuamn Bctpedvaetca B 5-10 pa3 pexe orpaHuyeH-
HoW bopMbI (KOrga MMeEeT MEeCTO MopakeHue TOMbKO
koxu) [3]. 3aboneBaemMocTb OrpaHUYEHHON CUCTEM-
HOW cknepogepMun y feten, no AaHHbIM pPasHbiX
aBTOpOB, konebnetca ot 1 cnyyas Ha 100 Teic. oo
4,7-20 Ha 100 TbIC. HaceneHus [4, 5]. CornacHo uc-
cnefoBaHUAM, NPOBeAEHHbIM B CTpaHaxX CeBepHOU
EBponbl, 3abonesaemocts KOCC[l coctaBnsier ot
0,05 Ha 100 TbIc. HaceneHust Ao 0,27 Ha 100 TbIC. Ha-
cenenus [6, 7]. FOBeHUNbHasa ckrepooepMums vaile
0ebTupyeT B LOLKONBHOM U MITASWEM LUKONbHOM
BO3pacTe M OAMHAKOBO 4acCTO Y Manb4uKkoB U OEBO-
Yyek. A BOT cpeau cTaplumx geTen npeobnagatoT ge-
Boukm (3:1) [8, 9].

Otunonorns 3aboneBaHus u3yyYeHa HegocTa-
ToyHo. OOGcyxpaeTcs porib BUPYCHbIX (PaKTOPOB,
reHeTU4ecKon npeapacrnonioXeHHOCTN K GonesHwu,
a Takke y4acTMe WMMYHHbIX U HEWPO3IHOOKPUH-
HbIX ¢pakTopoB. MaBHbLIMU 3BEHbSIMW B NaToreHe-
3€ CMCTEMHOW CKIepoaepMunn siBRSIIOTCS NpoLecchl
YCUINEeHHOro konnareHoobpasoBaHusa u ¢ubposo-
o6pas3oBaHus, HapyLlleHMe MUKPOUMPKyNnauum B
pesynsTaTe BocnanuTenbHbIX U3MEHEHUI 1 cnasma
MenKnx apTepuii, apTepuon M KanunnsipoB, Hapy-
LWEeHMSa TymopanbHOro MMMyHUTETa C BbipaboTkon
ayTOaHTUTEN K KOMMOHEHTaM COeANHUTENbHOW TKa-
HU — NaMWHKHY, KonnareHy IV Tuna, KOMNOHEHTaMm
KNeTo4Horo sigpa.

Ona guarHoctukn KOCCL ncnonb3yoT OCHOBHbIE
1 JOMNoNHUTENbHBIE AnarHoctTnyeckme kputepun (My-
cesa H.I, 1997) [1].

HocTtoBepHbin anarHo3 KOCC/[] — ato Bo3pacT na-
umMeHTa go 16 net u codetaHne 3 NOObIX OCHOBHbIX
NpW3HaKoB uUnn 1 N3 OCHOBHbIX NpM3HakoB + 3 u 6o-
nee JONONMHUTENbHbIX (Tabn. 1).

HecMoTps Ha XxapakTepHbl KOXHbIA CUHAPOM Y
nauveHTa, NOCTaBUTb ANArHo3 IBEHWUMBbHOW CKNepo-
JepMumM He Bcerga yaaeTcs CBoeBpeMeHHo. [uarHo-
CTMKa C CUCTEMHbIM NPOSIBIIEHNEM 3aboneBaHust o-
CTaTOYHO AnuTenbHasa U BKIoYaeT B cebst 6onbLUon
cnekTp nabopaTopHbIX U UHCTPYMEHTarbHbIX MeTO-
JoB obcnenoBaHus, a Takke Heobxogumo npueneYe-
HWe y3Kkux crneunannctoB (odTarnbMonor, HEBPONIOT,
Hedbponor, Xupypr v gp.).

CeoeBpemeHHas guarHocTuka KOCCL] ato BoBpe-
MS Ha4yaTas gnuTenbHas NPOTUBOBOCMANUTENBHANA U
MMMYHOCYMNpPECCUBHAsA Tepanus, KoTtopasi MoBhblLa-
€T NPOAOIMKUTENBHOCTL pemMuccum 3aboneBaHus u
ynyyLlaeT Ka4ecTBO XU3HW NaumeHTa.

Lenb uccnedoeaHus: nokasaTb pa3HooOpasve
N TSHKECTb KIMMHWYECKOW CUMMTOMATMKW, OOmnbLUON
CMEeKTP ANarHOCTUYECKOro MOMCKa, a TakKe CINOXHO-
CTn B Tepanuun y nauueHTkn 10 NeT ¢ cMcTteMHbIMn
NPOSIBMEHNSIMU FOBEHUIBHOW CKNEpPoaepMUM.

Tabnuya 1/ Table 1

OcHOBHbIe U fOMNONHUTENbHbIE AMarHOCTUYECKUe NMPU3HaKK CKrepoaepMumn
Main and additional diagnostic signs of scleroderma

OCHOBHbIe NMPU3HaKn

JlononHuTenbHble NPU3HaKN

- CknepoaepMmnYecKoe NopaxxeHme KoXum

- Cungpom PeviHo, avrutanbHble S13BOYKW/pyBunkn
- CyCTaBHO-MbILLEYHbIA CUHOPOM (C KOHTPAKTYpPOW)
- OcTteonus

- KanbumHo3s

- bazanbHbIn NTHeBMOGUGPO3

- KpynHoouaroBbii kKapauocknepos

- OcTpas cknepogepmuyeckas HedponaTus

- Hannune cneumndmryecknx aHTMHyKNeapHbIX aHTUTen
(aHTn-Scl-70 1 aHTULEHTPOMEpPHbIE aHTUTENa)

- Kanunnsipockonmyeckne npmusHaku

- CKneponepMquCKoe nopaxeHue nuueBapuTernbHOro TpakTa

- MnepnurMeHTaums Koxm

- TeneaHrnakrasum

- Tpodunyeckne HapyLueHUs

- Monnaptpanrum

- Monumuanrumn, nonMMuo3nT

- Monuncepo3nT (Yalle aare3vBHbIN)
- XpoHu4yeckas HedponaTtumsi
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Puc. 1. MopaxeHune koxu npasoro 6egpa. B ueHTtpe B cTa-
avmn umbposa, ¢ npusHakamu atpoduu, bnecka. No nepude-
pvn pasa apuTemMsl, oTeka.

Fig. 1. The skin lesion of the right hip. In the center, it is at
the stage of fibrosis, with signs of atrophy, shine. On the pe-
riphery — the phase of erythema, edema.

Marepuanbi u meTopbi

MpoBeaeH peTpocneKkTUBHbLIN aHann3 aHaMHeCTU-
YecKUx CBedeHUNn, TevyeHust 3aboneBaHusi, nabopa-
TOPHBIX M MHCTPYMEHTAanbHbIX AaHHbIX, @ Takke npo-
BoAUMOM Tepanuu nauueHTkn 2005 roga poxgeHus
c OCC[, kotopas Habntogaetcs ¢ HosAbpst 2015 T. B
oTaeneHun peematonorin [eTcKkon KpaeBoW KNUHK-
yeckon 6onbHMUbI (OKKB) r. KpacHogap.

Pesynbratbl M 06cyxpaeHne

MauneHTka B., 2005 r.p. BNepBble rocnuTannanpo-
BaHa B [IKKB B BospacTe 10 net B HosA6pe 2015 T. ¢
)anobamu Ha NNOTHbIE, CYXMe U NCTOHYEHHbIE oYaru
Ha Koxe, pybLoBble N3MEHEHMS HA MarnbLax KUCTEN,
6onn 1 HapyLlleHne PyHKLUUN B MeXdanaHroBbIx cy-
CTaBax KUCTEN M MpaBOM FOMEHOCTOMHOM CycTaBe,
ONUTENbHbIN CYXOW Kallesb.

AHaMmHe3 3aboseeaHusi. KoXHbI CMHOPOM Briep-
Bble nosisuncs B 2014 rogy, no aTomMy NoBoAy Habrto-
Janacb y gepmarosriora ¢ AMarHo3om — aTonMyeckni
aepmatut. lNonyyana MECTHylO Tepanuio U aHTu-
rMcTaMuHHbIe npenapatbl. Ha aToM (poHe KOXHbIN
CYHAPOM MporpeccupoBarn, MosiBAANUCL A3BOYKU C
nocrnegyowmm pybuesaHnem B obnactn mexdanaH-
roBbIX CYyCTaBOB KUcTeu. [pucoeanHunca cyctaBHoOM
cvHOpOM B Buae 60onv M orpaHnyYeHne OBMXEHWS B
MexXdanaHroBbIXx CycTaBax KUCTEW U MpaBOM rorne-
HocTonHOM cycTaBe. [lepuogunyeckn Gecnokoun cy-
XOW Kallernb 6e3 BuauMbIX NPU3HaKOB OCTPOro pecnu-
patopHoro 3aborneBaHus (MOBbILLEHUA TEMMNepaTypbl
Tena, KataparnbHbIX SBNEHUN).

AHaMmHe3 u3Hu. Pogunack ot nepsoi bepemeHr-
HOCTW, NpoTekaBLlen 6e3 naTonornn. Poabl CpoyHble,
camocTodaTenbHble. PocT npu poxaeHun 53 cM, mac-
ca — 3 kr. Pocna v passnBanacb COOTBETCTBEHHO BO3-
pacty. /13 nepeHeceHHbIX 3aboneBaHun — BeTpsiHas
ocna, ocTpble pecnupaTtopHble 3abonesaHns 2-3 pasa
B rog. lNpuBmBKM No kKaneHgapto. Anneprosiormyeckmi
aHaMHe3 He oTdarouleH. HacneacTBeHHOCTb NO peBs-
MaTornornyeckum 3aboneBaHuMsM He OTHAroLleHa, co
CTOPOHbI MaTepu 3aboneBaHus cepaeqHO-cocyau-
cTon cuctembl (apTepuanbHasa runepteHsus, VBC),

Puc. 2. TlepuapTukynspHoe nopaxeHue npasoro rone-
HOCTOMHOIO CyCTaBa 3a cyeT PrBPO3HO-CKNEPOTUYECKOTO MO-
PaXeHWs KOXM.

Fig. 2. Periarticular lesion of the right ankle due to fibro-
sis-sclerotic lesions of skin.

CO CTOPOHbI OTLIa — OHKOrornyeckue 3abonesaHus.

HaHHble 06bLekmueHo20 ocmMompa npu nep-
euyHoMm obpaweHuu e OKKB. ®dusnyeckoe pas-
BUTME: BbllLle CpeaHero, AUCrapMOHWYHOE 3a CYeT
neduumta maccel Tena — 18% (poct 145 cm, macca
29,7 kr). [leBo4ka aCTEHNYECKOIo TENOCIOXEHWS, NO-
HWXXEHHOIO NUTaHWS.

KOoXHbI CMHOPOM NPEACTaBMNEH TUMNYHBIMU CKIe-
poAepMUYECKUMIN Ovaramm HenpaswibHOW OPMbI,
C pa3HoOM cTaguen nopaxeHus (OTeK, MHAypauusi u
atpocmsi). Ouvarm nokanusoBanMcb Ha TynoOBULLE
(NPenMyLLIECTBEHHO CMUWHE), HA NPAaBON HWXHEN KO-
HEYHOCTU — Hapy>XHAsi NoBepxHOCTL begpa, B obna-
CTN HVDKHEWN TPETM rONeHn, roneHOCTONHOro cyctaea
n Tbina ctonbl. Koxa B aTMx oyarax nnoTHas, cnasH-
Hag ¢ nognexaliumMm TKaHsaMU, HeNoaBMXHas!, TECTO-
BUOHOW KOHCUCTEHLMMK, ©eno-KenTom OKpacku wnm
rmnepnurMeHTUpoBaHHas, brnectawasa (puc.1).

Koxa TbifbHOW MOBEPXHOCTU KUCTEN WCTOHYEeHa,
HaTsaHyTas, bnectawas. B obnactn mexdanaHroBblx
CYCTaBOB kucTen pybLoBble U3MEHEHUS KOXN. NICTOH-
yeHue ryd («pblbun pot»). Ha HUKHen TpeTn npaBom
FONeHN Koxa MCTOHYEHHAas, MO TUMy NeprameHTHON
OGymaru, ¢ xapakTepHbiM OGneckom, B ob6nactu KocT-
HbIX BbICTYMOB MNPaBOro rOfIEHOCTOMHOro CycTaBa
— atpodupoBaHa 1 CKNepo3vMpoBaHa C NepuapTuKy-
NSPHBIMU TKaHAMW CycTaBa, U3bA3BNSETCS, C Kpyn-
HbIM MracTUHYaTbiM LenyweHneM. Kuctun n ctonbl
XONoAHbIE Ha OLLYMb.

[MopaxeHne cycTaBoB OTMeYarnocb B BMAE NCEB-
poaptputa (obycnosneHHoro ¢rbpo3HO-CKNepoTy-
YECKMMU U3MEHEHUSIMU NEPUAPTUKYNSPHBLIX TKaHEn)
MexanaHroBblX CyCTaBOB KMCTEN C (DOPMUPOBAHM-
€M CKMepodakTUNMM 1 NpaBoOro rofieHOCTOMHOIO Cy-
cTaBa (puc. 2).

Co cTopoHbl abixatenbHon cuctembl: Y — 21/
MWH, NPW NEePKYCCUN Hag NEerkMMu SICHbIA Nero4YHoMn
3BYK, NPV ayCcKynbTauuu Nerkux — AblxaHune XecTKoe
Haa BCEMW MOMSIMM, FOKarbHOW CUMMNTOMATMKU He
oTMeuveHo. CeppaeyHo-cocyguctaa cuctema: A -
100/50 mm pT. cT., UCC — 88/MuH, rpaHuubl cepaua
B npegenax BO3pacTHOW HOPMbI, MPU aycKyrnbrauum
TOHbI CepaLia rPOMKME U PUTMUYHbIE.



Co CTOpPOHBI Xenyao4yHO-KULLEYHOrO TpakTa U Mo-
4enonoBoW CUCTEMbI NATONOMN He BhISIBNEHO.

HaHHble nabopamopHbIX U UHCMpPYMeHmarnb-
HbIx Memodoe obcrnedoeaHusi (Hos6pb 2015
200a). B obwem aHanuse Kposu: aHEMWUsI IErKOM
CTeneHun, NenKouuTos, 303MHOMUIMSA (3pUTPOLUTHI
- 4,15*10"%/n, remorno6buH — 118 r/n, TpomMGoLUTbI —
242*10°%n, nerkounTbl — 12,4*10%/n, HenTpodUnbl —
53,7%, 303uHoGUnbl — 15,8%, numdouuntsbl — 22%,
MoHouuTbl — 8,5%, CO3 — 12 mm/4). B nocnegytowue
rocnutanmaaumm (2016-2017 rT.) KONMYECTBO 303NHO-
dwunos B aHanuse kposu B npegenax 0-4,5%.

buoxumuyeckue rokazamenu Kposu u Koazyrio-
epamma — B npegenax HopMbl.

O6bwul aHanu3 mo4yu — 6e3 naTonoruu.

BbisiBNEHbl METOAOM WMMYHOOMNOTWHIA aHmu-
HyKneapHble aHmumesa Kk aHmuzeHy PM-Scl. Pe-
3ynbTaT — CUMbHOMOMNOXUTENbHbBIN (+++). 3TO BbICO-
KocrneuuduryHble aHTMTEena, xapakTepHble Ofis Cu-
CTEMHOW CKNepogepMmnn n NomMmo3snTa, 1 ABsTCS
NAOXMM NPOrHOCTUYECKUM NPU3HAKOM OTHOCUTESNBHO
pa3BuTUSA NnerodHoro mnbposa.

Kanunnspockonusi. ®opma kanunnsipoB — y3Kue,
YMEPEHHO 1 pe3ko n3BuTble co crabo auddepeHuu-
pOBaHHLIMU U HeaMddepeHUMPOBaHHEIMU apTepu-
anbHbIMW U BEHO3HLIMK OTAenamn. MHOXeCTBEHHbIe
anxotomun. CyOkanunnspHas CeTb He MNpPOCIEXu-
BaeTcs. TOK KpOBM 3amenneH. LiBeT kanunnapos oT
6neaHO-po30BOro 40 HAaChILLEHHOrO po30BOro. Bbl-
pakeHHble SIBNEHUS QUCTOHMK KanunnsapoB nanbLes
KNcTen.

KomrnistomepHasi mowmoepacgpuss (KT) opezaHos
epyOHol knemku. Jlerkue B norHom obbeme, onpe-
OEnsieTcsl CHUXKeHMe BO3AYLLIHOCTU 0BOMX NEerkmx no
TUMNY «MaToOBOroO CTeknax», bonee BbipaXxeHo B nepu-
depuyecknx otaenax, ¢ opmmpoBaHmem cyoKopTu-
KarnbHbIX PETUKYNSPHBIX KBMEHEHUI, B BUAE yTOsLLEe-
HUSI MEXO0NbKOBOIO U BHYTPMOONBKOBOIO MHTEPCTU-
LMS MENKOAYEUCTON CTPYKTYpbl C (hOpMUPOBaHUEM
OGLUMPHBIX 30H COTOBOIO JIEFKOro NMPENUMYLLECTBEHHO
B cermeHTax s3, s6, s10 oboux nerkux. NMpoxoan-
MOCTb CTBOMOBbIX BPOHXOB He HapyLleHa. CuHYyChbl
cBOOOAHbI. YBENMYEHHbIX NMMdaTnyeckmx ysrnos B
cpenocTteHun He BbisiBrieHo. 3akntoveHne — KT npu-
3HaKM MHTEpPCTULMANbLHOro 3aboneBaHnst nerkmx (no
TMny cnbposnpyoLlero anbseonuTa ¢ TpaHchopma-
LMen B COTOBOE Nerkoe).

Crniupomempus. OueHMBanMCb Takue nokasatenu
Kak >XM3HeHHast emkocTb nerkux (XKEJT), cdopcupo-
BaHHas XM3HeHHast eMKocTb nerkmx (PXKEJT), obbem
dopcupoBaHHOro Bbigoxa 3a 1 cekyHay (O®PB1) n oT-
HoweHne ODB1/PXKEJT (uHaekca TuddHo). B nep-
BYIO rocnutanunsaumio oTMeyarnocb He3HayuTenbHoe
nponopunoHancHoe cHmwkeHne OPB1 n OXKEJ (76
N 77% OT AOMKHbIX BENUYNH COOTBETCTBEHHO), @ NH-
aekc TudpHo ocTaBancs B npegenax Hopmbl — 87 %,
YTO XapaKTEPHO AN PECTPUKTUBHLIX HapyLUeHWN
BEHTUNSALMMN.

OXO-KI™ - npn npoBegeHun IXO-KI gaHHbIX 3a
yBENMYEHWE NOMNOCTEN, KNanaHHyt NaTonorui u ge-

deKTbl Neperopoaok He BbisiBNeHo. CokpaTutensHas
CMOCOBHOCTb MUOKapaa He mameHeHa. Cuctonuye-
ckoe nasneHue B J1IA = 18 mMm pT.CT.

OKT, Y3U opeaHos 6piowHOU ronocmu, rnoyYexk u
Moyego20 ny3bips, SOMC — natonornyecknx n3me-
HEHWUI He BbISIBMIEHO.

Takum obpasoM, naumeHTKe Obil BbICTaBEH OC-
HogHOU OuazHo3: HKOseHumnbHasi CUCMeMHasi CKile-
podepmusi (ckrnepodepMuvecKoe nopaxxeHue Koxu,
auriepriuemMeHmayusi, cknepodakmurnus, rceedoap-
mpum, uHmepcmuyuanbHas 60nesHb s1eekux — u-
bposupyrowuli aneeeonum, cuHopom PeliHo), xpo-
Hu4Yeckoe medeHue, eeHepanu3oeaHHass cmadus,
akmueHocmeb | cmerneHu.

Ha atane Bepudumkauuun gnarHosa B Kpyr guddpe-
peHLManbHOro guarHosa Obiny BKMOYEHbI HO30IO-
M, COMpPOBOXAAKLWNECS CKNeponogobHbIMK nopa-
XEHUAMU KOXM — AN dY3HbIN 303MHOMUNBbHBIN dhac-
LnT, NCeBAOCKNEpPOoAepMMs U Takme pegkme 6onesHu
kak cuHapoMm PotmyHaa-ToMcoHa. Ho aAnga gaHHbIX
3aboneBaHnin He XapaKTEPHO MOpPaXeHUe KUCTEN U
CTOM, OTCYTCTBYHOT (PeHOMeH PenHO 1 nopaxeHus
BHYTPEHHMX opraHoB. CuHgpom PotrmyHaa-Tomco-
Ha — 3TO peKkoe ayTOCOMHO-peueccuBHoe 3abone-
BaHuWe, NS KOTOPOro XxapakTepHa nporpeccupytoLlas
KaTtapakta C MepBbIX NET >XWU3HWU, KaprMKOBOCTb, a
nopakeH!s KON B BUAe NONKMIogepmMmny nuua u Ko-
HEYHOCTEW NMPOSABNSATCA C NEPBbLIX MECSALIEB XU3HU.

JleyeHue. JleverHne KOCCL ato ANUTENbHbLIN NPO-
Lecc C MCNonb30BaHMEM MEANKAMEHTO3HbIX U He-
MeankaMeHTO3HbIX cpeacTB. OCHOBHbIM B fiedeHun
KOCCL, sBnsieTca natoreHeTMdeckas Tepanus (unu
GasncHas), KoTopasi BO3OENCTBYET Ha IMaBHbIE 3Be-
Hbsl pa3BuUTUA BonesHn — BbIpaboTKy ayToaHTUTen K
KOMMOHEHTaM COEAVHUTENBbHOW TKaHW U yCUINEHHoe
KonnareHoobpa3oBaHne U Gubpo3oobpasoBaHue.
Taknmn cBolcTBaMM 00MNagaloT MKOKOPTUKOWUADI
(MpenHU30noH, METUNNPELHM30N0H, MeTunpea), um-
TocTaTukn (MetoTpekcat — MT, umknodochamug —
LI®), aHTMmOpo3HbIN Npenapat — NEHULUNIaMUH.

Cpasy npu Bepudukaumm guarHosa bbina HasHa-
YyeHa criegywouian Tepanus: metunpes — 250 mr B/B
kanernbHoO 1 pa3 B cyTkm Ne3, nanee metunpen — 16
mr/cyT per os, LU — 300 mr B/B kanenbHo 1 pa3 B Me-
cay. [na Hopmanusauum MUKPOLMPKYNSAUMKM U apy-
rMMX COCYAMUCTbIX PacCTPOWCTB MauueHTka nonyyana
amMnoaunuH, akToBeruH, neHTokcudunnuH. Ha no-
paXKEHHbIE YYaCTKN KOXW Ha3HayeHa MecTHasi Tepa-
nua (renapuHoBasi, TpOKCeBas3MHoBast Masn), pusno-
npoueaypbl. [ns npodmnakTMku runokanbuneMmm un
ocTeonoposa (BCNEeACTBUE TTIOKOKOPTUKOMOHOW Te-
panuu) — npenapartbl kKanbumsa n ButammHa a3.

Yepes 2,5 mecqaua (B aHBape 2016 r.) Ha ¢oHe
OaHHOM Tepanun B COCTOSIHUU MaUMEHTKU OTMEYeHa
nonoxutensHasa guHamuka. lNepectanyu nNosBnATbLCA
HOBbIE CKIIEPOOEPMUNYECKME OYarn Ha Koxe, Kynmpo-
Barcsi MarnonpoAayKTUBHLIA Kallenb, ucde3 6oneson
CMHOPOM B MexdanaHroBblx CycTaBax KUCTeW 1 npa-
BOM rorieHocTonHoMm cyctaBax. Kpome Toro, Ha KT
OpraHoB rPYAHON KMETKN 3HAYMTENbHO YMEHbBLUUIUCH

() 62 ‘8L0OZ MuiseA fysupipaw [Auyoneu fiysueqny



2018; 25 (3)

U HayyYHbIl MeOUUUHCKUL 8€CMHUK

Kyb6aHcku

NPU3HaKNU WHTEPCTULMANbLHOrO MnopaxeHus (octa-
NNCb U3MEHEHNS TONMbKO B cerMeHTax s3 1 s6 obounx
nerknx B BuMAe pasHokanmbepHbIX aMdpun3emMaTo3HbIX
y4yacTKoB). B cBS13M ¢ 3TUM, B MEYEHUN HAYaTO CHMXKE-
HWe 003bl MeETUNpPEa per 0S, U NepeBefieHa Ha CXeMy
BBegeHusa LId 1 pas B 3 mecsua.

B panbHenwem (B TedeHne Bcero 2016 roga) na-
UMEHTKA Kaxable TpYM Mecsila rocnutanusmpyetcsi B
otaeneHve pesmatonornn OKKB ons oueHku cocto-
STHUS, KOHTPONbHOro obcrnenoBaHns u BeeaeHus LD,
¢ mapta 2016 roga nony4vaet meTunpes per os 8 mr/
cyT. CocTosiHMe OTMEYaEeTCs Kak CTabuIbHOE: KOXHbIN
CVHOPOM He Nporpeccupyet, yBenuuMBaeTcs amnnu-
TyOa OBWKEHUS B MexdhanaHroBbIX CycTaBax KUCTEW,
MPU3HaK1 ryMoparibHOW akTUBHOCTW B aHanm3ax KpoBu
otcytcTBytoT (COD 2-8 mm/yac, CPB oTpuuatenbHbin),
KT opraHoB rpygHown knetku (MoHb 2016 1) ¢ nonoxu-
TENbHOW ANHAMUKOW: CHKEHUE BO3AYLLUHOCTU 0B0MX
Merkmx no TUMy «MaToBOro CTeKNa» He BbISIBNAETCS, B
nepudepryeckmx otaenax s2 n s6 cermeHToB 0b6omx
nerknx onpeaensieTcs HapyLleHue apXUTEKTOHNKU Nne-
FOYMHOrO PUCYHKAa B BMAE 30H MOBbILLIEHHOW BO3AYLLUHO-
CTW Ha hOHE SYENCTON CTPYKTYPbI NapeHXMUMbI.

C aHBaps 2017 roga (4epe3 14 mecsLeB OT Hava-
na tepanun) nony4yaet L® 1 pa3 B 6 mecqaues, MeTu-
npeg per 0s B npexHewn gose 8 mr/cyT. Ha npoTtsxkeHun
Bcero 2017 roga CocTosiHME NauNEHTKN COXpaHAETCS
cTabunbHbIM. TMpusHakn OpixaTenbHOW HeJocTaTou-
HocTu otcyTtceoBanu: Y[ 18/muH, npu npoBegeHun
cnvpometpum (ntonb 2017 roga) ®XKEJT n OOPB1 — B
npegenax HopMmbl (84% n 86% cooTBeTcTBEHHO). Ha
KT opraHoB rpygHon KneTtku nporpeccupoBaHns Mno-
paxxeHns nerkux He BbISIBNEHO — NaTonornyeckne ns-
MEHEHUs OTMeYanucb TOMbKO JOKanbHO B nepude-
puyecknx otgenax S2 n S6 cerMeHToB 060MX NErkmnx
B BME MOBbILLEHMS BO3QYLUHOCTU MO TUMNY LIEHTPOIIO-
BynsipHOn amMdn3eMbI.

C uiona 2017 roga HavyaTo MeAfeHHOEe CHUXEHWE
[o3bl MeTunpeda per os. lNauneHTka octaeTcs nog
HabnogeHnem peematonora OKKB.

3aknioueHue

Takum 00pas3om, Mbl NPEACTaABUNM KITMHUYECKUIA
cnyyan gebrota OCC[, ¢ 66ICTPO NpOrpeccupyoLLmm,
pacnpocTpaHeHHbIM NOpaXKeHUEM KOXW, BOBMEYEHU-
€M OMNOPHO-ABUraTeENbLHOrO annapara U pasBuTUEM
ubposnpytoiero anbeeonuTa. bnarogaps WHTeH-
CUBHOW W ONUTENbHOW NaTOreHeTUYeCcKom Tepanunn
(rmokokopTMKoUabl, LMkrnogocdamma) yaanocb cra-
OMnnM3MpoBaTb COCTOSIHWE MALMEHTKW, OCTaHOBUTb
NporpeccupoBaHne MHTEPCTULMANBHOTO MOpaXeHus
nerknx (UCxodoM KoToporo siBnsietcst ¢pmbpos ner-

KMX — @ 3TO 0fHa MX NPUYNH CMEPTHOCTU NMPU AaHHOM
3abonesaHun). B pganbHenwem oba3atensHoO Heob-
xoammo Habntogenue y peematornora [IKKB (rocnuTa-
nM3auusl B cTauuoHap He MeHee 2-x pas B rog) Ans
KOHTPOMNS U KOPPEKLUN Tepanumu.
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