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PE3IOME

anBO,qMTCﬂ onncaHne NopaxeHnAa n1eBsoda Npu CKiepoaepmMmmnn, aHanmsnpyeTca KnnHnyeckaa CMMNTo-
MaTKKa, PaCCMaTPUBaAOTCA OANArHOoCTN4YeCckKmne KputTepmm OCHOBHOTO 3a060neBaHNsA 1 €ro OC/TIOXKHEHUNA,
KnioueBble cnosa: cknepogepmMmund; nopaxeHne nmesoa; KNMHMKa N anarHoCTmKa.

SUMMARY

This article presents clinical case of scleroderma with affection of esophagus.
Keywords: scleroderma; affection of esophagus; clinical diagnosis.

B COOTBETCTBIII C COBPEMEHHBIMU ITPE/ICTAB/ICHN MU
TEPMIH «CKJIEPOJepMUs» 00bEeIUHSET MNPOKMIT
KpyT 3a00/IeBaHUII OT CYCTEMHOI U 04aroBOI CKJIepO-
DepMUY O MHAYLUMPOBAaHHBIX (POPM U IICEBIOCKIIE-
pozepmuu [1]. Bo BTopoii 10l0BMHE MIHYBILETO BeKa,
KOTI'JIa Y3KOJIOKaIMCTU9eCK I («JepMaTOIOr M 9eCKIIT»)
9Tall, I/IMBIINIICS CBBIIIE TPEXCOT JIeT, CMEHUJICS «Te-
pamneBTIYeCKMM», Obly1a BbIie/ieHa CUCTEMHAsI CKIIEPO-
TepMU, VIV CUCTEMHBIN IPOTpecCUPYIOLINIA CKIEPO3,
a TaxKe cOpPMYIMPOBAHO MOHATIE O CKIEPOePMU-
4ecKoJl I'pyIiie 60/me3Hell, XapaKTepU3YIOLUIXCS pas-
BIUTVEM JIOKa/IbHOTO MM TeHepann30oBaHHOTO Gpubposa,
HepeKO C BOBJIEYEHMEM B IIAaTOJIOTMUECKUIL IIpoLiecc
JKMI3HEHHO Ba>XHBIX OPraHOB, HaIIpUMep NUIIEeBOJA.
[TpuBonuM Hallle HabMIOEHNeE.

Bonbuas B., 1951 ropa poxpenus, HabmogaeTcs
B ITHMM racrposnTeponoruu ¢ ¢espans 2008 roga.
IMoctynua ¢ >xamo6aMu Ha HOCTOSHHYIO M35KOT'Y, YCU-
NMUBAIOIYIOCA MOCIIE €ibl, B IOJIOKEHNY JIeXKa M Ha-
KJIOHaX TYJOBUIA BIepe]; 3aTPyLHEHNEe IPOT/IaThl-
BaHUA TBEPJOI MMM, BOSHMKAOIIEee Ha YPOBHeE IlIEN,
VU OLYIleHNe 3aCTPeBaH A MUIeBOI0 KOMKaA B 00/1acTy
HIVDKHEN TPeTV TPYAVHBI, YTO COMPOBOXKIAETCS XKIY-
4eil 6O/IbIO TOI JKe oKanm3auuu (6e3 uppagnannn),
BO3HUKAIOIEN TaK)Ke IPU M3XKOTe; OTPBIKKY HE3Ha-
YUTEIbHBIM KOMUYECTBOM COJIEPKMMOTO >KemyaKa
(rrocrte epI 1 B TIONTOXKEHU M OOIBHO JIeXKa, 0COOEHHO

¢ HU3KUM usronosbeM). Hanpapnena us VucTuryTa
peBMaronoruiu, rje Habmogaercs ¢ 1998 roaa, xorga
BIIepBbIe MOSABIINCD 350KOCTD Ma/lblieB PyK, OHEMe-
HMe KOHEYHOCTEN, MOBbIIIEHHAsA YyBCTBUTETbHOCTD
K XO/IOfly, MOsIB/IEHME MENKMX 3B Ha KOXK€ IaJibIleB
PYK, YTO ABMJIOCH ITIOBOJIOM Ji/I1 OOpallleHNs K Bpauy.
ITpoBepeHHbIe B VIHCTUTYTe peBMaTONIOI MY 00CIeN0Ba-
Hus (KaIWUIIPOCKOIN ST, KOMITbIOTEpHast ToMorpadus
OpraHOB I'PYAHON KJIETKU, 330(aroracTpogyoneHo-
CKONNA, MMMYHOJIOTMYECKOE MCCIeJOBaHNE KPOBU
U JIp.) TO3BOMVIN IOCTaBUTh JUATHO3: CKIepOfiep-
MU, IOKaIu30BaHHaA GpopMa (CKIepORaKTHU/INA, CUH-
npoM PeitHo, mHeBMO1OPO3), TopaskeHVe INIEeBOJa,
YTO HOCITY>KIIO IIOBOZOM /11 HallpaB/IeH) A OOTIbHO
Ha o6cnegoBanue B [THVINT.

IIpu nenenanpaBIeHHOM OIIPOCE BBISICHEHO: BIIEP-
Bble 13Xora mosaBunach B 2000 romga, BHavaje oHa
6ecriokona 6ONbHYIO M3pefiKa, 3aTeM Yallle U II0-
cleHue 2 rofia CTaja MOCTOAHHON M MYYUTEIbHOM
HaCTONIbKO, YTO 6O/TbHAS OTKA3bIBAIACh OT €JIbI, II/IOXO
craja o HoyaM. IIpu azodaroractponyomeHockonnu
B IepBble TOfIbl O0TEe3HNU BBIABIISJICSA KaTapaabHbINI
930(Qarut, racTpogyosieHuT, ¢ 2006 rofa — 9pO3UBHBII
a3odarut. V3xora B TedeHMe TOCTIEJHNX 2 JIET CTaja
CONPOBOXJATbCA OONAMU 3a TPYAUHON, 0COOEHHO
npu npornarbiBaHuy nuiu. B 2004 rony y 601bHOM
mosiBuaack pucdarus, Kotopas IporpeccupoBana



MeJIJIEHHO U He JoCTaBjsgaa 60/mbHOIM 0coboro dec-
nokoricta. C 2000 rofa moABUINCH CYXOCTD BO PTY,
olLlylIeHNe [Tecka B I71a3ax, 3aTpyLHeHUe IPU IIPOTJIa-
TBIBAHUY IUIK B 00/TaCTY IIeN, CUMIITOMBI IpOTpec-
CUPOBAJIV, HeCMOTPs Ha JIeYeHMe, B UTOTe Y OO/IbHOI
BBbIIIaNMU Bce 3yObI (B Bo3pacTe 50 y1eT). TO IpUBeo
K IMIIEHNI0 BO3MOXXHOCTY TIIATe/IbHOTO IIepe>KeBbI-
BaHNA MUY Y 3aTPYSHEHNUIO IPOXOXKIeHU A OOJIBIIIX
KOMOYKOB IIMIIY 110 NuIeBoay. bonpHas crana Bos-
Iep>KMBATbCA OT IIpMeMa MUY, KOTOPYIo Hafio OBII0
XOPOIIIO MepeXXeBbIBaTh (@ MMEHHO MICO, X71e0), 4To,
BEPOATHO, ABUJIOCH OFHON U3 NPUYNH, CHOCOOCTBO-
BaBIIVX Pa3BUTUIO Y OOTBHOI I'MIIOXPOMHOI aHEMUL.
Ha nporsaxenun 10 1eT TpoBOJUIOCDH T€YEHNE AaHTA-
TOHMCTaMM Ka/IbIV A, IY/IbC-Tepanus HPeJHIU30I0HOM,
nukinodocdanom, D-nenvumnaMuaoM. ITo zaHHBIM
azoaroracrpopyonenockonuu ¢ 2006 roga mocTo-
SHHO JMAaTHOCTUPOBAJICA 9PO3UBHBIN 930]arur, He-
OJHOKPAaTHO BO3HVKAJ BOIIPOC O HAJIMYMM Y OOIBLHO
IpK3HAKOB nuieBosia bapperTa. bonbHasA HOCTOSAHHO
IpUHYMAaJIa MHIMOUTOPEI IPOTOHHON IOMIIBI (BHaYasIe
OMeIIpas3oJl, 3aTeM 930MeIpa3or1, pabenpason). Ha mo-
meHT noctynnenns B IJTHUUT 6onpras momydama
HEeHTOKCUVIIINH.

ITpu ocmoTpe: cocTosiHYME GONBHON YHOBIETBOPU-
Te/IbHOE, TeJIOCTIOKEeHMe IIpaBuiIbHOe. OTMedaeTcs
aMMMMYHOCTb JINIIA, CKJIAJKY BOKPYT PTa B B KUCETa,
CIVIa)KEHHOCTb HOCOTYOHBIX CKJIAfioK. IIBeT KOXHBIX
IIOKPOBOB CO CMYIJIBIM OTT€HKOM. IIpM3HaKOB MHAY-
pauuy KoXX1 He oTMedeHo. Koxa ImajiplieB MICTOHYeHa.
ITpu3HakoB aTpoduy MBINIL] He BBIABICHO. [|bIXxaHye
Yyepes3 HOC cBOOOIHOE, TPyHAA KJIeTKa LVIMHIpUYe-
CKOJT ()OpMBI, paBHOMEPHO Y4YacTBYeT B aKTe JibIXa-
HusA. [lepKyTOpHO JIErOYHBI 3ByK. AyCKY/IbTaTVBHO
HaJ| BCeMM IIOJIAMM JIETKUX Be3UKY/LAPHOE [IbIXaHMe,
MOOOYHBIX IbIXaTe/IbHBIX ITYMOB HeT, YVC/IO AbIXaHU
18 B 1 MunyTy. ['paHnIiel ceppla B mpejenax HOPMBL.
ToHBI cepilia IPUITYIIEHDL, ITYMOB HeT. PUTM ceppna
npaswibnbll, YCC 78 B 1 MuHyTy, gedunura nynabca
HeT. AprepuanbHoe faBneHne 110/70 MM pT. CT.

OnopHo-fiBUraTe/NbHbIN annapar. [103BOHOYHUK
VICKPUBJIEH (CKOMyo3 2-11 crenienn). OCTHCThIe OTPOCTKY
II03BOHKOB 0e300/1e3HeHHble. CycTaBbl BHEIIIHE He U3-
MeHEeHBI, OTpaHIYeHIe IO BY>KHOCTY JIEBOIO IOKTEBOTO
cycTaBa (HapyIleHbl QYHKIMM Pa3ruOaHI U POTALIVIN).

ITumeBapurenbHas cucteMa. Cnusucras 060/04ka
HOJIOCTY PTa YUCTasA. 3B HeTUIIepeMIPOBaH, TOTa/IbHA A
afileHTusA. SI3bIK CyX0Bart, y KOpH: 00/I0XKeH OeIbIM Ha-
neroM. JKUBOT y4acTByeT B aKTe IbIXaHUA, IPU ITaJIb-
HmanMy MATKUY, yMepeHHO 0OJIe3HEeHHBINI B 3IIUra-
crpun. TorncTas KMIIKa NPy MaablIaliuy S7acTUYHAL,
6e36omesHenHas. [leyeHp 1o kpalo pebepHON AyTru.
Pasmepsl meuenn o Kypnosy 9 x 8 x 7 cm. Cenesenka
He TTaJIbIINPYeTCH.

MoueBbiiennTenbHag cuctema: O61acTb movek
He VI3MeHeHa, CUMIITOM IIOKOJIaYBaHMA OTPULIATE/b-
HBIIT ¢ 00€e1X CTOPOH.

HepBHas cucrema: cO3HaHUe COXPaHEHO, ITOBeJie-
Hue 6O/IbHOI aJleKBaTHO, KOOPAVHALMA IBVKCHUI
He HapylleHa.

OHplokpuHHaA cucrema. lllutoBupHasa xe-
7e3a BU3yasbHO ¥ aJbIIaTOPHO He yBeIMYeHa.
[TpnsHakoB caxapHOTo AMabera, aiMCOHMYe-
CKUX IIPU3HAKOB I aKpOMeTa/INY He BBIABJIEHO.

C y4eToM oMy 4eHHBIX JaHHBIX BHICKA3aHO
IIPEAIIONIOKEHYIE O TOM, YTO Y OOIBHOI UMeeT
MeCTO IIOpakeHNe MUILeBOfIa KaK OJJHO U3 IIPO-
ABJIEHNI CKJIEPOJIEPMUM.

[Tpn ob6cmenoBaHNY B aHAIM3aX KPOBU BbI-
SIBJIEHO HEKOTOpOe CHIDKEHIMEe reMoraobmHa
(115 r/m).

PenTreHorpadusa Kucreil — JIOKaJIbHBII
0CTEONOpO3 BOKPYT (alaHI'OBBIX CYCTaBOB,
IIOABBIBMX MexK(aTaHIOBOro cycrasa I masb-
Ia IpaBoOM KUCTU C He60/IbII0I BaJIbI'yCHOI
nedopmanmeit. KanbimHaT B MATKUX TKaHsAX |
IajIblja IpaBoi KucTu (puc. 1).

Penrrenonornyeckoe mcciefopaHue IMu-
1eBOfia U >KenyJKa. BpIAB/IeHbl XapaKTepHbIe
I CKJIepOfiepMUY M3MEHEHN A IINIeBO/ia: CO-
XpaHeH!e IepUCTA/IbTUKIA B €T0 BepXHell YacTu
(mo Jyry aOpTHI), TMIIOTOHM A IUIEBOJA B HIDK-
Hell ¥ cpefjHell TpeTy, KapTUHA «CTEK/ITHHOTO»
nuieBofa (ocye mpyeMa IycToil KOHTPacTHOM
B3BE€CU U ONIOPO>KHEHM A NNILEeBOJA YACThb KOH-
TpacTa OCTaeTCA Ha CTEHKaX, CO3/laBasd KapTUHY
IIyCTOTO CTEK/ITHHOTO (1akoHa) (puc. 2).

KanunnsapockonusA: NIOTHOCTb KallUINA-
POB Ha OT/IeIBHBIX y4acTKaX CHIKEHa, OTMe-
YaeTcsA yMepeHHas JMIaTalluAa 4acTy Kalluj-
JAPOB, OCOOEHHO aHTYJIAPHBIX; I'eMOpparnii
HeT. 3aKJIIoUeHMe: CKJIepOfepMUYeCKIil TUII
M3MEeHEeHNA KallUJIIApOB.

OT'IC. Cnusucras 060m0YKa NUIEBOA
671eIHO-PO30Basi B BEPXHUX OT/eaX, Kapaus
susiet. Hebonbias GpukcrpoBaHHas rpbbKa MUIIEBO-
HOTO OoTBepcTMs Auadparmbl. Causnucrast 060m09Ka
IMIIEeBOJIa B HYYKHEI TPETHU OTeIHa, peribed) HepOBHBII
3a CYeT 0YaroBbIX BO3BBIIIEHNI 6€/1eCOBATOrO AU TENIS
okpyrnoi ¢popMsl (o 1cM), OKpY>KeHHBIX OIOCAaMU
SMUTENNA APKO-PO30BOro IBeTa. B momoctu xxenyzuka
He0O0JIbIII0e KOMNYECTBO IIPO3PAYHOTO COTEPIKIMOTO.
Cnusncras 060/I04YKa XelyfKa po3oBasd, OTe4Ha, Me-
CTaMU TMIIepeMIPOBaHa, CKIAIKM CPeJHUX Pa3MepOB,
9/7aCTUYHbIE, IePUCTATIBTIKA IPOCIEKMBAETCS BO BCeX
OTJeNax, ycusieHa, yron ['mca ne usmeneH. Jlykosuna
12-mepCTHOI KMIIKM CPEJHUX PasMEpPOB, CTEHKHU ee
anactuyHble. CnmsnucTas 060/1049Ka 12-1mepcTHON K-
Ku 671eHO-PO30Basi, CKIAIKN 97TaCTUIHBIE.

3ak/IoueHue: 9pO3UBHBIN pedIoKc-330darnt,
¢dbuKcMpoBaHHas IPbDKa MUIIEBOSHOTO OTBEPCTUS
nuadparmbl, XpOHMYECKUI TaCTPUT.

buomncua ma Hp-ypeasHblil TeCT — pe3y/IbTaT OT-
PpULIaTeNbHbII. BUOTICHs CM3nCcTO 060M0YKM HIDKHE
Tpern nuinesopa ot 22.02.08: 4 dparmenTa cnusu-
CTOIT 000/IOYKY MUIEBOMIA C BBICOKMMU COCOYKAMI,
yMepeHHO MHOUIbTPUPOBAHHBIMU TUMQPOLUTAMIU.
B nMoBepXHOCTHBIX C/10AX MHOTOC/IONHOIO IIJIOCKOTO
HEOPOTrOBEBAIOIIEr0 SMUTENNA BaKYONU3al A IUTO-
11a3Mbl ¢ nonoxxutenbHoit IIVK-peaknueii. OtaenbHo
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y4acTOK HEKpOTU3MPOBAHHON TKaHU, OOMIBHO VH-
GUIBTPUPOBaHHBII pacHafarol MMICH TeIKOLTaMU.

3aknodeHne: XpOHMYECKUI yMEPEHHO BbIPakeH-
HbIIT 930¢arut. HekpoTnyeckye Macchl B3ATHI € HO-
BEPXHOCTH JHA SPO3UN VN A3BbIL.

MaHoMeTpus NNIeBosia: B Teje MUIIeBOAa OTCYT-
CTBYIOT COKpallleH!SI HAa YPOBHE CPe[IHEell M HVKHE
Tperu (puc. 3).

CyTtounbii pH-MOHUTOPUHT: Ha KPUBOI 3ape-
TUCTPpUPOBaHO O0KOM0 300 smM30[0B XKENyHJO4YHO-
IIUIIEBOJHBIX Pe(IIOKCOB, MHOTME U3 KOTOPBIX JI/IV-
Te/IbHbIE, MHTETpaIbHBIN MoKasaTenb DeMeester 175,4
(B HOpMe 1o 14,72) (puc. 4).

CyueroM xasno6 601bHOI (Hycdarus, noTeps Beca),
IaHHBIX aHaMHe3a (HabmofeHye 60/1bHOI B VIHCTUTYTE
PEeBMaTOIOT VM 110 MIOBOY CK/IEPOEPMUN — BHAYasIe
IIpOTeKaBIIell KaK orpaHYeHHass GopMa, a B HaCTosALIee
BpeM: — KaK CUCTeMHBIII ITPOLIecc), a TaKXKe C Y4eTOM
ITAHHBIX JOIOTHUTE/IbHBIX METOJOB UCC/IeOBaHM S OB
TIOCTABJIEH C/IEAY IO NI KIMHNIeCK I INaTHO3: CUCTeM-
Has CKIepoepMI (IMopaskeHue MUIeBOJa, CKIePOfiaK-
TYINA, KJIBIVHO3, CUHApOM PeliHo), cTanys reHepannu-
3aIMI IPOIlecca, MITHMMAIbHAS CTeIIeHb aKTMBHOCTIL.

ITpoBopuiacsa mopbop aHTUCEKPETOPHON Tepa-
nuu (omernpason 20Mr 3 pasa B [ieHb, JTAHCOIIPA30TT
30Mmr 3 pasa B fieHb, pabempason 20 MT 2 pasa B [ieHb),
3¢ PeKTUBHOCTD KOTOPOII OLjeHMBAIACh C IOMOILIO
pH-merpun. Hanbonburas a¢pdpekTuBHOCTD B ITaHe
CHIDKEHMA BHYTpIDKenygoyHoro pH 6bl1a orMedeHa
Ha poHe mpuema pabenpasosna 20 Mr 2 pasa B jeHb U a-
MoTuauHa Ha Houb (mHgexc DeMeester 69,64). OnHako
Ia’ke IOCIIe TAKOTO JIe4eHMs1 y OOTIbHOI COXpaHA/NIaCh
U3KO0Ta JI0 2 pas3 B IeHb, 5PO3NUY B MNIIEBOJE 3a)KNBATIN
MeJJICHHO. B ¢BA3Y ¢ 9TMM OBUIO IPUHATO pelleHle
0 IpoBefieHNy 60/IBbHOI pagyKanbHoi Tepanyy IOPD.
IToxaszaHus k pyHpOIIMKAIUY — HedP(HEeKTUBHOCTD
KOHCepBaTUBHON Tepanuu. bonbHaa depes 3 meca-
11a MOCTYNNIa B Xupyprudeckoe orpenenue IHUNT
IJ1s1 OTIePaTVBHOTO I€YEHNA.

IIpomoxon onepayuu: 6udeonanapockonu4eckas
3aouAs kpypopadus, pynoonnuxauyus no Toupet.
JocTym: 4epe3 BepXHIO YacTh apayMOM/INKaIbHON
obnactu. PeBusns: BpIIIoTa B OPIONIHON ITOJIOCTH HeT.
[TnmeBogHOe oTBepcTHE fuadparMsl 4 CM B fuaMeTpe.
A6moMUHATIBHBII OT/e IUIIEBOJA U CyOKapAMaTbHbII
OTHeN XemyaKa GUKCHPOBaHBbI CIIAeYHBIM IIPOLIECCOM
B 33/JHEM CPeJJOCTEHNM.

Xop omepauyu. IInmesox Mo6KMIN30BaH Ha IPO-
TsYKEHUN 4 CM, B XKeTyJOK IIPOBeZeH 301/ 18 MM, Ha KO-
TOPOM B BHJI€ TTOTyMaH>KeT IOAIINTDI 3aJHAA CTeHKa
XKemypKa ¢ puKcanyer K MUIIeBOAly U IPaBoil HOXKKe
nuadparMbl U IepefHsAA CTeHKa JKelyaKa ¢ puKcamy-
elf K IepejjHeil CTeHKe MuIieBofia ¢ GopMUpOBaHIEM
MaH>XeThI 270.

Yepes 1,5 roga mocie omnepanuu y 00JIbHON CO-
XpaHseTcs gucdarus, sNmu3oxbl M3XKOTU OTMEYaloT-
cA pexxe — J10 2 pa3 B Heflento. MaHoMeTpuA nuile-
Boja — 0e3 usmenenunit, AIC — He3HAYNTENbHBIN
pedirokc-azodarnt, cyrounsiii pH-MoHMTOpUHT — 38
'SP sa cytku, nagexc DeMeester 39,64.

Takum 06pasoM, mpoBefjeHHAas Ollepanys M03BO-
JIMJIa JOOUTHCS ITOTHOM U CTOMKOM SHLOCKOIMYECKOI
pemuccun pedrokc-a3odarura mpyu MOITHOM OTKa3ze
60/IbHOI OT IpUeMa aHTHCEKPETOPHBIX IPeraparos,
YTO JJOKa3bIBaeT BO3MOXKHOCTB I [1€71eCO00PasHOCTb O~
TOOHBIX OIlepaluil y 60/IHBIX CO CIIeNVI(PIYeCKIM 0~
pakeHVeM MIIEBOJIa, HATIPUMED IIPU CKIIEPOIEPMIAL.

Yro kacaercs cuctemHoit ckinepopepmun (CCJI),
TO OHa, KaK MI3BECTHO, IIpeficTaBiLAeT coboli ¢ pysHoe
3ab0eBaHMe COENMHNUTENbHON TKaHU HEM3BECTHOI
9TUOJIOTUH, XapaKTepusylolleecsi HEYKJIOHHBIM pa3-
BUTVEM PpuOpO3a KOKM, MEJIKUX COCYIOB U BHYTPEHHUX
OpraHoB. BbiieNsA10T [1Ba BapraHTa KIMHUYIECKOTO Te-
yeHus 3aboneBanua. CCJI ¢ OuggysHoim mopa>keHreM
KOXU (TY/IOBMIIIE, JTUIIO, RUCTAIbHBIE U IIPOKCUMAIb-
HBIE OT/Ie/Ibl KOHEYHOCTEN) IPOTEKAET TSKENIO, BBICOKA
BEPOSITHOCTD Pa3BUTHI TaK Ha3bIBAEMOTO [TOYETHOTO
cknepopepmudeckoro kpusa. s CCJIL ¢ ouazosvim
(noxanvHvim) IOpaXKeHVEM KOXU (U110, AUCTaTbHbIE
OT/ebl KOHEYHOCTEN) CBOMCTBEHHO 0OO0/lee MATKOe
TedyeHye, OfIHAKO Yepe3 HeCKOJIbKO JeCATKOB JIeT y pAfa
60/TbHBIX Pa3BUBAETCS IIEPBUYHAS IETOYHAS TUIIEPTO-
HUA YUIU e PBUYHBIN OMIMapHbLil 1uppo3. K aTomy sxe
Bapuanty CCIl otHocaAT 1 cuappom CREST (calcinosis,
Raynauld phenomenon, esophageal dysmotility, sclero-
dactyly, telangiectasia — TeneaHrmakrasms).

Teuerue 6omesuu orpaxkeHo B knmaccudukanyuu CCJI,
npepnoxennoi H.T. I'ycesoit [2]. Hamnbonee gacto
BCTpeYaeTCs] XPOHMYECKOe TeueHNe, pexxe — IO0J0-
CTpOe€, TP KOTOPOM OTHOCHUTETBHO OBICTPO pa3BU-
BaeTCA NOpakeH)e BHYTPEHHUX OPTaHOB, U HAKOHeI]
ocTpoe, Hanboee HeOIATOIIPUSTHOE TeUeHIe, COLIPO-
BOXK/JA0I[eeCs Pa3BUTIEM CKIIEPOJIepPMIYECKOI HOUKI
U IPYTUX BUCLEPAIbHBIX OPA>KeHMIT y>Ke B II€PBbII
roz 60esHm.

Cmaduu CCJ]: 1) HavanbHbIe IPOSIBIEHNUS, IPEN-
MYI[eCTBEHHO CYCTaBHBIE IIPYU IOJOCTPOM TeYeHUN
M Ba30CMacTUYecKme — Mpy XPOHMYECKOM; 2) CTaus
reHepajM3al Ui MpoLecca, KOrja B MOTHONM Mepe pas-
BMBAETCS MOMUCUHIPOMHOCTD U MOUCUCTEMHOCTD;
3) TepMuUHanbHAsI CTafWsL, VIU CTAfus HANeKo 3a-
LIeIINX M3MEHEHMIT, KOTa HaOMIOa0TCs TsKeTbIe
CKJIepofiepMIYecKIe, JUCTPOdUIECKUe U COCYAUCTO-
HEKpOTIYeCKIe IOpa)keHN A C HapyIueHyeM QyHKINIA
MHOTHUX OPTaHOB.

Cmenenb akmueHocmu CKIepOJepMUYECKOTO IPO-
mecca: I cremens (MMHMMaTbHAS) OOBIYHO IMEET MECTO
npu xponndeckoM tedenuy CCJI nnm Kak pe3ynbraT
nedeHust HofocTpoit popmel 3ab6oneBanus; 11 crenenp
(ymepeHHas1) — Ipy IOZOCTPOM TeYEHMM YL ITPU 060-
ctpennu xpoHndeckoro tedeHnsa CCJI; IIT cremeHp
(MakcuMMasnbHas) XxapakTepHa JiIsi OCTPOTO U ITOfO-
crporo tedenns CCJI.

Huaznocmuxa CC/] B Ha4aIbHO cTaguM IIpoliecca
HepeaKo IpefiCTaB/IAeT COOO0IT JOBOIBHO TPYLHYIO 3a-
Iady, 0COOCHHO B OTCYTCTBUE KIMHUYECKON TpUabI
IIPU3HAKOB: CUHIpOM PeliHo, TopaskeHne CycTaBoB (1o-
JIVApPTPaNTs), INOTHBIT 0TeK KOXXU. I71s1 6oree mo3z-
Hux craguit CCJl XapaKTepHO NPUCOeSMHEHNE K Ha-
3BaHHOI Tpuafie cunppoma Tubpep>xa — Beliccenbaxa



A

Puc. 1. Kucmu 6onvroti (penmeernozpamma). B mazkux mxauax I nanvua npasoti Kucmu — Kanvyunam (cmpenxa)

Puc. 2. Kapmuna «cmexnsannozo nuuies00a» (2ycmas koHmpacm-
Has 836eCt NI0X0 NPOXOOUM N0 NUULEB00Y U 3A0ePHUBAETCI HA
€20 cmenKax, c030a6as U0 CMeKnAHH020 cocyda). Cmpenkamu
0603HaueHbl cmeHKU nuuses00a. TepmunanvHoli omden nuu,e600a
CydHeH 3a cuem cmeHo3a

(kanpL1HO3), 0CTEONN3a, THEBMOCK/IEPO3a, Iep-
BIYHOTO Kap/IMOCK/IEPO3a, UCTUHHOI CKIEPO-
IepMUYECKOll MOYKM, TTOPasKeHNsI MUIeBapy-
Te/IPHOTO TPaKTa (YacTo B Bujie 930(haruTa).

JlabopamopHoie mecmul Mamocnenupmud-
HBl U VMMEIOT [OIONHUTENbHOE 3HAa4YeHIe.
Ormeuaerca ysenudeHne COJ, B KpoBu ompe-
nensiercst C-peakTUBHBIN O€/IOK, HapacTaer
¢dpaknua raMMa-II00y/IMHOB, YTO MIO3BOMIAET
CyAuTb 00 aKTMBHOCTU Ipolecca. Hambonee nokasa-
TEJIbHBIM CYUTACTCA YBe/IMYEHIE 9KCKPEIUY C MOYOI
oKcunponuHa (IpogykT gedekTHoro GpopMUpoOBaHML
KOJIaTeHa). B COMHUTEIBHBIX C/Ty4YasiX IIPOBOJAT MOP-
¢donoruyeckoe nccnegoBanye 6uonrTara Koxu. B ummy-
HoornveckoM 1iate s 6onpubix CCI crienmdma-
HO Hanu4ume aHTUTeN K Tonmousomepase 1 (SCL-70),
HO JIX BBIABJIAIOT MEHee YeM B TPeTH CTy4aeB.

AMeprKaHCKOJ peBMaTOIOIMY€eCKOII accoanen
(ARA) mpemioxxeHsl ClefyIollye JUAalHOCTUYECKUe
KPUTEPUM CKI€POIEPMUNL:

1) bonvuiue kpumepuu: CMUMMETPUYHOE YTOJIICHUE
U MHAypanus KOXXM Ma/lblieB PyK, a TAK>Ke Y4aCTKOB
KOXI, PaCIlO/IOKEHHBIX MPOKCUMAaIbHO OT ISCTHO-
(damaHroBbIX U IUIIOCHe(daTaHTOBBIX CYCTaBOB.
VI3MeHeHM s MOTYT 3aTparuBarh JIUI0, eI, TPYAHYIO
KJIETKY U XKUBOT.

2) Manvie xpumepuu:

a) CKIepoAaKTuus (IlepeuncieHHble BbIIle 13Me-
HEHVISI, OTPaHIYeHHbIe BOBIEUEHIEM Ia/IbLIEB), PyOIibl
Ha KOHYMKaX IIaJIblleB VM TOTePs BelleCTBa MOylie-
YeK asbleB;

0) IBYCTOPOHHIII 6a3a/IbHbII TerOYHbIN Prubpo3 —
IBYCTOPOHHNE ceT4yaTble YUIN JIMHEHO-HOIY/IsIPHbIE
TeHU, Hanboree BbIpa)KeHHbIe B 6a3albHBIX OT/ENax

clinical case
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Puc. 3. Manomempus nuusesooa. [lasneque 6 HuxHem NUuLe800HOM ChUHKMepe oueHv HU3Koe (a), COKpaujeHUsS NUULe600a 8U3YATUIUDPY-
10MCS MOIKO 8 8epXHeil uacmu nuuieso0a (6), amnaumyoa cokpawseHuti 6 mese nuw4e600a Pe3Ko CHUNEHA, HAYUHAS ¢ cepedutbl (8)
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Puc. 4. Cymounwiti pH-moHumopume (Hapyuien KaupeHc nuuse600a, 0co6eHHO 8 NoNI0KeHUU 60bHOI T1exHa)

JIETKMX, BO3MOYXHBI IIPOAB/IEHN 110 TUITY «COTOBOTO
JIETKOTO». DTV M3MEeHEeHN s He JOIKHBI ObITH CBSI3aHBI
C KaKMM-HIOY/b IEPBUIHBIM 3a060/IeBaHIIEM JIETKIIX.

JIJIs1 OCTAaHOBKM AMArHO3a CKIIEPOflepMUI HE0b-
XOAMMO Hanu4ne M1160 OFHOro GONMBIIOr0 KPUTEPU,
nu60 1o KpaifHeit Mepe BYX ManbIX. UyBCTBUTETBHOCTD
kpurepueB ARA — 97%, cnenuduanocts — 98%.

C y4eToM 0CO6EHHOCTelT TPUBEEHHOTO KIINHITYe-
CKOTO HAaO/MIOeHsI CINTaeM HeOOXOMMBIM IIPUBECTH
nepedyeHb OPraHOB MNIIeBAPEHNI s, KOTOpbIe MOTYT II0-
pakaTbCs IPU CKIIEPOAEPMII.

e Ty6bI M pOTOBAs IOMOCTh: CUMIITOM «KHUCETa»,
KCEPOCTOMUA B COYETAHMM C KcepodTanbMuen
(«cyxoit cuHppom», cuaapoM lllerpena), cuMnToM
«KUCeTa», TAPOXOHTONATIIA, aIeHTN A, KaHAUI03.

e TImmesoa: s3odarut (zuddysHoe pacumpenne
BEPXHUX OTJENOB, Cy)KeHMe B HYDKHel TPeTH, OCyIa-
67eHMe TePUCTATBTUKI) VTN METAIlIa3Usl CIIN-
31CTOI 060IOYKY HAMCTA/NBbHON YacTy MUIIEBOAA
(«tiyeBop bapperra»). Hapymenue MoTopuku
nuieBoga U pedIioKC BOSHUKAIOT B pe3yybTaTe
3aMelleHN s I/IaJKOMBIIIEYHBIX KIeTOK HIVDKHeN
TPeTV MNIIEeBOJa KOMIAaTeHOM; IOTIePeYHONO0N0ca-
Tasi MyCKy/IaTypa BepXHell TpeT MUILeBOfia OObIYHO
He MOBPEeX/IAeTCA.

JKenypgoxk: racTpuT, IMIOPOCTEHO3.

ToHKas KMIIKA: TUTIOTOHM I, MaibabcopOmms.

Toncras KMIIKa: TUIIO- aTOHM S, 3aIIOPbI, METEO-

PU3M, KNII€eIHas HEIPOXOAMMOCTb, ]I]/IBCPTI/IKY}IBI

C «OTKPBITBIM PTOM».

e TlomxenypouHaskenesa: GuOPO3 C 9K30KPUHHOIN
HeJOCTaTOYHOCTBIO.

e IleyeHb: remaToMerass, rellaTuUT, peKo — codeTa-
HIe C IIePBUYHBIM OVIMapHBIM LIPPO30M 1 IpyTHe
NMEPEKPECTHBIC CMH/IPOMBI: Hap;my C CMMIITOMaMI
CUCTEMHOII CK/IepOJepMUM HAINYeCTBYIOT IIPU-
3HAKM, XapaKTE€pHbIE 1A ]leI‘I/IX CUCTEMHBIX 3a-
60/1€BaHNIT COEJMHUTEIbHON TKAaHMN.

TakTuka BefieHMsI O0TIBHBIX CKTIEPOiepMIeli C BOBIIE-
YeHVeM B ITPOLIeCC IMIIeBOfiA 3aK/TI0YAETCS B CTICAYIOIIEeM:

1. Yacroe gpobHOE NUTaHUE, UCKTIOYEHME ITpMeMa
nuiy no3pHee 18 yacos.

2. KpOBaTb C IPUIIOAHATHIM N3TO/IOBBEM.

3. AHTanuabl Ha HOYb.

4. IlpoxuHeTuKM (HallpuMep, FOMICpUROH 10 Mr
3 pasa B CyTKMN).

5. Ilpu curapome Manbabcopbimy, CMHAPOMeE Gak-
TepuaJbHOTO 0OCEeMeHeHM A TOHKOI KMIIKM — TeTpa-
LOUKINH 2 1/cyT B Tederne 10— 14 gHeit c MOCIeRy0mM
IpyeMOM cynbgacaaasiHa 1o 2 r/CyT.



6. Ilpn cunppOMe, TIepeKPeCTHOM C TIePBUIHBIM
6MNMMapHBIM MPPO30M, Ha3HAYAIOT TIEHUIIVN/IIAMIH
(250-1000mr/cyT).

7. Ilpu pedmiokc-asodarnre, mumIopocTeHO3E MHO-
Ka3aHa KOHCY/bTAI[UA XMPYpra.

B 3axmrodeHme chaemyeT OTMETHUTD, YTO B MUPO-
BOI NNUTepaType MMEIOTCA NMUIIb eIVHUYIHBIE CO-
0061[eHN s 06 OIBITEe BHINOMHEHNA QyHIOTIMKAIIVI
y 6OTBHBIX CK/IepOfiepMueli C opaykeHVeM INIIeBOa.
W 3T0 He cy4aitHO, TOCKONBKY Y MOOOHBIX GOTBHBIX
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