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AHHOTauus

[peacTaBAeHO KAMHMYECKOe HabAIAeHNEe BOAbHOM C NMPU3HAKaMK BUCLIEPAABHOM (POPMbI CUCTEMHOM CKAEPOAEPMUM U PEBMATO-
naHoro aptputa (PA). [NepBbiM NPOsiBAEHMEM MEPEKPECTHOTO CUHAPOMA CTaA MHTEPCTULIMAABHBINA ArouHbIi (hMbpo3. MNpossae-
HWSI CYCTABHOMO M KOXKHOTO CUHAPOMA ObIAM BbIPaXXeHbl YMEPEHHO M BbI3biBAAM COMHEHMS B HAAMYMM CUCTEMHOIO PEBMATOAOT M-
yeckoro 3aboneBaHmns. [MaTOAOro-aHaTOMUYECKOE MCCACAOBAHUE MOATBEPAMAO HAaAMHYME AEFOYHOTO (PMOPO3a, CKAEPOAEPMUU U
PA. CAyyar npeacTaBAsieT MHTepeC C TOYKK 3peHnst HeTUMUUYHOTO AebloTa 3aboreBaHMs.

KatoyeBble croBa: I'IepereCTHbIVi CHHAPOM, AEroYHbINA q)l/l6p03, CHUCTEMHAs! CKAEPOAEPMUS, peBMaTOMAHbIVi apTPUT.

Pulmonary fibrosis as the first manifestation of scleroderma systematica overlap syndrome
N.A. MOROVA!, T.V. KROPOTINA?, E.S. SHELYAGINAZ, A.V. PAVLOV?

'Omsk State Medical Academy, Ministry of Health of Russia, Omsk, Russia; “Regional Clinical Hospital, Omsk, Russia

The paper describes a clinical case of a female patient with signs of visceral scleroderma systematica and rheumatoid arthritis (RA).
Interstitial pulmonary fibrosis was the first manifestation of overlap syndrome. The articular and cutaneous of the syndrome were
moderate and cast doubts upon whether the systemic rheumatic disease was present. Postmortem examination confirmed the pres-
ence of pulmonary fibrosis, scleroderma, and RA. The case is of interest from the point of view of the atypical onset of the disease.
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I1C — nepekpecTHbIit CUMHIPOM
PA — peBmMaTouaHbIit apTpUT

CC/I — cucreMHasi CKJIepoaepMUs

CucremHas ckiieponepmusi (CCJ1) — ayrouMMyHHoOe 3a00JieBa-
HHeE, TIPOSIBIISIIOIIEECs MPOTPECCUPYIOIINM CKIEPO30M COSTUHUTE b~
HOW TKaHU C MOPaKeHUEM KOXMU, COCYIOB, OIMOPHO-IABUTaTEIbHOTO
arrnapaTta M BHYTpeHHUX opraHoB. IlepsbimMu mniposiBieHusimu CCJL
yaine ObIBAIOT CMHAPOM PeifHo, mopaxeHue KoXH (TIOTHBIM OTeK ¢
pa3BUTHUEM CKJIEPOJIEPMbI) U CYCTaBOB (apTpajiruu, apTpur). MHTep-
CTUIIMATIbHOE TIOpaskeHe JIETKUX MPEICTABIISIET COO0I OHO U3 HaM-
6oJiee TsKesbIX nposipiaeHnit CCJ 1 HanboJiee YacThIX TPUUMH CMep-
™ 3TUX 6osibHbIX. [Ipu mnrenbHoMm TeyeHun CCJ (6osee 10 jer)
(byHKIIMOHATbHBIE HAPYLIEHUST B JIETKMX MMEIOTCS Y BCEX OOJbHBIX
[1]. TTo mepe yBeJIMYeHUs JTMTEIBHOCTU 0O0JIE3HU HapacTaeT 4acToTa
pa3BUTHsI HEOOPATUMBIX MTPU3HAKOB (HDMOPO3a M YMCIIO BOBIEYEHHBIX
OT/IEJIOB JIETKUX, YMEHbIlaeTcst 1udby3uoHHast CHOCOOHOCTD JIETKUX.
B ocHOBe mopaskeHMsI JIETKUX JieXaT TUCHYHKIIMS 9HIOTENMST, MUTPa-
LM TJIAIKUX MBIIIIEYHBIX KJIETOK B UHTHME, OOJTUTEPALIUsT COCYIUCTO-
ro pyciia, 0cCOOEHHO MUKpOLUPKYJsitopHoro [2]. KiimHuueckast kap-
TUHA nopaxkeHus jerkux rnpu CCJ HecneunduuHa. Mmeercs cBs3b
MEXIy KJIMHUKO-J1abopaTopHoii aktuBHOCcThi0o CCJl u pacripocTtpa-
HEHHOCTBIO ITOpaKeHUst TerkKux. B HacTosiiee Bpemsi Bce valiie BCTpe-
YaroTCsI ClIyJau, KOraa MopaxkeHue JerkKuX CIY>KUT OMHUM U3 TIePBbIX
MposiBJIeHUI 3a00eBaHus [3].

B Tex ciyuasix, Koraa y OMHOro 60JbHOr0 OOHAPYKMBAIOT K-
HUYEeCKUE IPU3HAKY 2 WIN 3 CUCTEMHBIX 3a00J1€BaHUIA COSTUHUTE b~
HOW TKaHU, roBopsAT o rnepekpectHoMm cunHapome (I1C). Haubonee
yacto B pamkax I1C Habmonator umeHHO CCJI, 4yTO MO3BOJIUJIO BbI-
JIEJIUTD ee «TiepekpecTHyIo hopmy» [2].
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IMpuBoaum onucanue 60sbHOI ¢ nposieieHussMu CCI 1 peBma-
TouaHoro aptputa (PA), y KOTOpOii CUMIITOMBI MOPaKEHUsI JIETKUX
ornepenii 10 BPEMEHM TMOsIBIEHUEe CUHApPoMa PeifHo, KOXHOro u
cycTaBHOTO cuHApoMa. bosiee Toro, mopaxkeHue Jerkux JOMUHUPOBa-
JIO B KJIMHWYECKOM KapTUHE, a OCTaJIbHbIE TIPOSIBIICHMUsT OOJIE3HU Obl-
JIM CTEPTBIMM, YTO OOYCJIOBMJIO BO3HMKHOBEHME TUATHOCTUYECKHUX
TPYAHOCTEN.

BonbHas /., 57 ner. CuutaeT cebst OOJILHON B TeyeHUE 2 JIeT,
KOTJa 3aMeTHJIa TMOSIBJICHWE OJBIIKU MpH (HU3MUECKO Harpyske.
Ipu mpoxoxneHnu daooporpaduu JerkKuxX BbISIBICHbI TUCCEMUHM -
POBaHHbIE U3MEHEHMsI, TIPYU MYJIBTUCITMPATILHON KOMITBIOTEPHO# TO-
Morpacduun — npusHaku auddysHoro mHeBModubposa. [1poseneHa
BHIEOTOPAKOCKOIHSI C OUOTICHEN — KapTHHA PECITUPATOPHOTO OPOH-
XUOJIUTA B COYETAHUHU C MHTEPCTULIMATBHOM 00JIe3HBIO Jierkoro. M3-
MEHEHUST MHTEPIPETUPOBAHBI KaK MIMOMATHYECKUI JIETOUHBI (hri-
0po3. OnplliKa MocTeneHHo HapacTtaia. Yepes roj nosiBuJIMch 60Jib 1
OTEYHOCTh MEJIKMX CYCTaBOB KMCTEil M TOJIEHOCTOITHBIX CYCTaBOB,
YTPEHHsISI CKOBAaHHOCTb, TOBBIIIEHNWE TEeMITEpaTypbl Teia 1o e-
OpUIIbHOM, CHIKeHMe arreTuTta. [Ipu o6caenoBaHUM BBISIBJIEHO TO-
BBIIIEHNE YPOBHSI aHTUTEN K LIMKIMYECKUM UTPYUIMHUPOBAHHBIM
MEeNTUIAM ¥ PeBMATOMIHOrO (hakTopa, aHTUTENa K IBYCIUPATbHON
JIHK. Haznauyens! kynpert 500 Mr/cyT, METUIITIPEAHU30IOH 16 Mr/cyT.
Bosu B cycTaBax Mcuesiiv, COXpaHsIach OJIbIIIKA, SITU30/bI TOBbIIIIE-
HMsI TEMITepaTyphl Tejia 10 (HheOPUITbHOIA.

Yepe3 2 roia OT MOMEHTA MOSIBJICHUSI TIEPBBIX TPU3HAKOB 3a00J1e-
BaHUST HACTYIWJIO YXY/IIEHUE COCTOSTHUS: PE3KO YCWIIMIIACh OMIBIIIIKA,
MosiBUJIaCh 00JTb B IPYIHOM KJIETKE CIpaBa, YCUIMBAIOIIASICST TIPU JIbI-
XaHUM, Kalie, MoBbllIeHre Temreparypbl Teda 1o 38 °C. locnuranu-
3MpOBaHa B IyJTbMOHOJIOTMYECKUIA cTaroHap. OObEKTUBHO TPU O~
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H.A. Moposa v coaBT.

CTYIUICHUU 0O0IIIee COCTOSTHUE CPEIHEN TSIKECTH, TUTaHUe TTOHIKEHO,
0JIEIHOCTb KOXHBIX ITOKPOBOB, aKPOLIMAHO3, PyMSHEIl Ha KOXe ILEK,
CYXOCTb KOXM, IMTACTO3HOCTD JINIA. 3aMETHOTO YIJIOTHEHUST KOXU HeT.
KoHuesble anmanru B ¢opme GapabaHHbBIX Majioyek, HOTTU B hopme
YacoBBIX cTeKoJI. ['pymHas kietka smduszemarosHasi. [TepkyTopHo Hax
JIETKUMU OTIpEeNeNIsieTCs KOPOOOUHBIIA 3BYK. [IbIXaHMe JKeCcTKoe, pacce-
STHHBIE CYXM€ XPUTIbl U KPEMTUTALIUs C 00EUX CTOPOH («Tpeck Liestoda-
Ha»). Yuco nbIxaTebHbIX ABMKEHUI 22 B MUHYTY. Jdedopmanmii cy-
CTaBOB HeT. B mepuos ieueHus OsSIBUIIACh OOJIb M OTEYHOCTD TISICTHO-
(hamaHTOBBIX, JTy4e3aIICTHBIX, KOJIEHHBIX CycTaBoB. CyCTaBHOW CHH-
TIPOM OBICTPO KyNMMpoBaH. B 1abopaTopHBIX aHAIM3aX BISBIICH JICHKO-
uuro3 14,4-10°/1 ¢ nanoukosiiepHbiM capuroM mo 10%, yseandeHue
COD no 30 MM/, crienoBasi TPOTEUHYpUsi, TuTtonporenHemus (61,26
r/n), alaHuHamMuHOTpaHchepaza 92 em/n, C-peakTUBHBIN OeJlOK
636 M/, peBMaTOUIHBIN akTop 567 ME/Mi1, IMpKYIUpyIOIe UM~
MYHHBIE KOMIUIEKCHI 366 ef. [Tpu yIbTpa3ByKOBOM UCCIIEIOBAHUMI 00~
HapyXeHBI CJIE/Ibl BHITIOTA B TUIEBPATBLHBIX MOJIOCTSX C 0OEMX CTOPOH.
MynbTrcvpaibHasi KOMITbIOTEpHasE TOMOTpacdusi OpraHOB TPYIHOM
KJIETKU: JIETOUHbBIE TI0JIsSI CHUXKEHHOM TTHeBMaTu3almu (auddys3Ho, 60-
Jiee B 0a3aIbHBIX OT/ENAX), MOPaKeHNe WHTEPCTUIIMATBHOM TKaH! IO
THUITYy MaTOBOTO CTEKJIa C YTONIIIEHNEM 1 YIZIOTHEHUEM MEKaTbBEOJISIP-
HBIX U MEXIOJTBKOBBIX TIEPETOPOJIOK, BHYTPUAILBEOISIPHAST DKCCyIa-
1M1, Oojiee BhIpaXkeHHasl B 0a3abHbIX OTIe1ax Ha (hoHEe MHOXECTBEH-
HBIX T OY3HO PACTIONOKEHHBIX BO3MYIITHBIX JIOBYIIEK pa3MepaMu OT
2—3 o 15 mm. BeicTaBiieH 11arHo3 nepeKkpecTHOro CUHIAPOMa C Topa-
SKEeHHMEM JIETKUX TI0 TUTTY WHTepCTULIMAIbHOTO (hrbposa. B otnenenun
PEBMATOJIOTUY TIPOBEIEHO 2 Kypca CMHXPOHHOW MHTEHCHBHOM Tepa-
nuu (maazmadepes + mynbc-Teparnus METWINPETHNU30JI0HOM 1 T 2 pa3a
+ nukinodocdan 1 r). Ha doHe neueHust 3HaUUTEIBHO YMEHBIINIACh
OIBIIIIKA, HOPMAIM30BaJIach TeMIeparypa Teja. PeKOMeHIOBaHO IMO-
BTOPUTH MyJIbCc-Teparnuio uyepe3 Mecsiil. Yepes 10 mHeit mossBUITMCE rep-
TIETUIECKYE BBICHITIAHYSI Ha TTPAaBOii CTOITE, TOJIEHU, Oe/ipe, TOCTIUTAIIH-
3MpoBaHa B HEBPOJIOTMUECKUI CTallMoHap. B cranoHape cocTosiHue
YXYIIIAIOCh. Pe3Ko ycumiach OfpbIiKa, JOCTUTIIA CTETICHU YIyIIbsI.
OOBEKTUBHO COCTOSTHUE KpaiiHe Tskesioe. Meuertcst. Yuco abixaHuii B
nokoe 40 B muHyty. Temneparypa tena 38,5 °C. BoipakeHHBbIN aud-
(y3HBII IMaHO3, aKpOIMaHO3. JIpIXaHue XKeCTKOoe, CyXue U BIasKHbIE
XPUIIBI TT0 BCEil TIOBEPXHOCTH JIeTKUX. [IpoBomMIach Teparus: aHTU-
GakTepuallbHble Tpenaparthl, MPEIHU30IOH, OPOHXOJIUTUKU, NE3MH-
TOKCHKAIWSI, YBIAKHEHHBIN KHCIOPOI B TIOCTOSTHHOM peskrMe. He-
CMOTpST Ha TIPOBOAMMYIO Teparifio, COCTOSTHUE MAIlMEHTKU MPOTpec-
CUBHO YXYIIIATOCh, TIPU SIBICHUSIX HapacTalolleil IbIXaTeIbHON Helo-
CTaTOYHOCTH HACTYTIVJIA CMEPTh.

[pu BCKpHITUM MaKCUMAJTbHBIE TTATOJIOTHYECKIE U3MEHEHUST 00-
HapyXeHbI B JIETKUX (cM. puc. 1 1 nanee Ha uB. BKieiike). JIncTKY BUCLIe-
PaJIbHOI W TTapUeTATLHOM TIIEBPHI TYCKIIbIE, TTIOJTHOKPOBHBIE, ITIOTHO
crasiHbl MEXJIy co0oii Ha OOJIBLIOM MPOTSKEHUU. TKaHb JIETKUX BO
BCEX OT/IEIaX OYeHb IIOTHOM, PE3MHUCTON KOHCUCTEHIINU, Ha pa3pese
TecTpasi, Cepo-KpacHOTro IIBETa, C MHOXECTBOM OeJIeCOBATHIX IIPOCIIO-
€K, MEJIKUX ToJiocteit, nuamerpoM ot 1 1o 3 mMm. Haz cpezamu BbICTY-
TIAIOT YTOJIIIEHHBIE BETBH JICTOYHOI apTepuu. [ ctonornyecku (puc. 2)
MeXaJTbBEOJISIPHBIC TIEPETOPOIKU BO BCEX ITOJISIX 3PEHUST YTOJIIEHBI 3a
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CYET pa3pacTaHus COCTUHUTENbHONM TKaHU, HEPAaBHOMEPHO MUHMUIb-
TPUPOBAHHOU JIMM(OLIUTAMU U TUIA3MATUYECKUMU KIIETKaMU. AJTbBEO-
JIbl pe3Ko neopMupoBaHbl ¢ (POPMUPOBAHUEM KPYIHBIX TOJOCTEN.
AJIbBEOJISIPHBII SMUTENINIA BBICOKUI, HMIMHAPUYECKUIA, C SBJICHUSIMU
arunuu. B mpocBerax ajbBeoJsl conepxkarcs HEMHOTOUYMCIEHHBIE Je-
CKBAaMUPOBAHHbBIE AJIbBEOJIOLIMTHI, B HEKOTOPBIX TOJISX 3pEHUS 00Jb-
1110€ KOJIMYECTBO OECCTPYKTYPHBIX MacC U MOIUMOPGHHO-SACPHBIX JIeii-
KOLIMTOB. B rpocBeTax MeaKux OPOHXOB OTMEUAIOTCS CKOIUIEHUS TO-
JIMMOP(HO-SAEPHBIX JIEHKOLIUTOB U OYaru JAeCKBaMalUK LIMJIUHAPU-
yeckoro snurtesnus. [lnespa yroiieHa 3a cueT pa3pactaHusl COSAMHU-
TEJIbHON TKaHU. B OIHOM 1oJie 3peHUs ONpeeNsIIoTCs KalbLM(DUKATHI.
CTEHKM MEeJKMX BETBEHl JIerOYHOI apTepuM YTOJILEHbI, B MPOCBETE
HEKOTOPBIX U3 HUX MUMEIOTCSl OOTYpUPYIOLIME TPOMOBI, COCTOSIILINE U3
JIN3UPOBAHHBIX PUTPOLIMTOB, JEUKOLIMTOB U hubpuHa. B xoxe (puc.
3) oGHapyXeHbl MPU3HAKKM CKJIEPOAEPMbI — aTpodus sMuaepMuca,
CKJIEPO3 BCEX CJI0EB IEPMBbI € aTpodueil MPUIATKOB KOXW; MOHOHYKJIe-
apHasi M”HGUIbTPALIMS MMOBEPXHOCTHBIX CJI0EB IepMbl. B cycraBax (puc.
4) UMeTOTCST BOPCUHYATBIEC pa3pacTaHKsi CHHOBUAIBHOM 000I0UKY, (hU-
OPUHOUAHBIN HEKPO3 CUHOBUAJILHOM 000JI0UKHU, YMEPEHHAsi MOHOHY-
KjeapHas MHOUIbTpALMS U aHTMoMaTo3. Muokapa Apsiojoii KOHCH-
CTeHLIMH, Ha Pa3pese MeCTPphlii, KOPUUHEBOTO 1[BETA C MHOXKECTBEHHbI-
MU MEJIKUMU XKEITOBATBIMU YYaCTKAMU U TOHKUMU TMPOXKUIKAMU Ce-
poro 1Beta. [MCTONIOrnyecKu B CepLie BbISIBJICHbI O4aroBasi FTMIepTpo-
Gbus, dparmeHTaUMs U BbIPAKEHHBIH JIUNOMPYCLIMHO3 KAapAUOMUOLIM-
TOB, MEJIKOOYAroBble, MPEUMYILLECTBEHHO NMEPUBACKYJISIPHBIE pa3pac-
TaHUS COeAMHUTENbHON TKaHU. duddysHas craboBblpakeHHass MH-
(uibTpaurg MHTEPCTULIMATBHOM TKAaHW MMOKapaa JUMGOUUTaMU U
MJ1a3MaTUYECKUMU KIIETKAMU.

YuuTbiBasg BbIPAXXEHHOCTb CUHOBUUTA (MOP(OIOrNYecKn), COBO-
KYITHOCTb MaTOJIOTMYECKUX TMPOSIBICHUI Y MAMEHTKU MOXHO pacle-
HUTb Kak [1C (CCJ B couetanuu ¢ PA). [TepBbIM MposiBICHUEM CUCTEM-
HOro 3a00JIeBaHUsI COSAMHUTENIbHON TKAHU CTajlO0 MHTEPCTULIMAIbHOE
TMOpaXeHUe JIETKUX, JIUTEIbHOCTh TEYEHUSI KOTOPOTO TPYIHO YCTaHO-
BUTB, TOCKOJIBKY IPU MEPBOM 00CIIEI0OBAHUH 10 TTOBOLY OJBILIKH B JIeT-
KUX BbISIBJIEHBI 3HaUUTEbHbIE M3MeHEHUs. CycTaBHON CUHIPOM TOSI-
BUJICS CITYCTSI TOJI TIOCJIE OOpAILEHUS 32 METULIMHCKOI TTOMOLLIBIO, JIETKO
KynupoBasicsd Ha (OHe MPOTMBOBOCHAIUTENILHON Teparnuu, aedopma-
LIMii CycTaBOB He ObLI0. MI3MEHEeHUs KOKU ObUIM BbIPaXKEHbI YMEPEHHO.
B naHHOM cityyae Mbl BCTPETWIIMCH € BUcLepaiibHOl (hopmoit CCIL, npu
KOTOPO¥ CKJIEpOiepMa BbIpaskeHa yMEPEHHO, a B KIIMHUYECKON KapTUHE
JIOMUHUPYIOT U3MEHEHUS] BHYTPEHHUX OPTaHOB.

Bpauam BaxkHO MMOMHUTD O KIIMHUYecKoM Ttoumopduzme CCI.
JlnarHocTryeckue TPYAHOCTU BO3HUKAIOT B OTCYTCTBUE TUITUYHBIX
MPOSIBJICHUI CO CTOPOHBI KOXU. B 3THX cilydasgx mauueHTaM 4acTo
BBICTABJISIIOT IMArHO3 MAMOIIATUYECKOTO JierouHoro ¢pubposa. dud-
(epeHIMaNbHbII TUArHO3 MEXIY MAMONATUYECKUM JIETOYHBIM (hu-
opo3oM u CCJI, mpoTrekaloiieit ¢ ”HTEPCTULUAIBHBIM TTOPaKeHUEM
JIETKUX, MPUHIMITAAJIEH, TaK KaK CYILIECTBYIOT pa3jiuyusl B TAKTHKE
JledeHus1. B ¢BSI3M ¢ 9TUM paHHSsl TMAarHOCTUKA BUCLEPaIbHON (op-
Mbl CC/I 1 ee mepeKpecTHbIX (hOpM MPENCTABISET HE TOJIBKO aKaze-
MUWYECKUIA, HO U TTPAKTUYECKUI MHTEpeC.
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