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pescTaBneH onbIT MPUMEHEHNS MAOUHBA3UBHBIX XUDYPIUYECKUX TEXHOMO-
il IpY MOPAXKEHUN MULLEBOAA HA HOHE CUCTEMHOIO 3a60/18BaHNUS COBANHM-
Te/bHOM TKaHW. KITMHUYECKWIT IPUMED HarNsAHO AEMOHCTPUPYET 3HAYUMOCTb
CBOEGBPEMEHHO NArHOCTUKY CTPUKTYDbI MuLyesoga npu CREST-cunapome u
CBUBTENLCTBYET O HEOGXOAUMOCTY I8YEHUS ITON CTIOXKHOI KaTeropum 60J1b-
HbIX B KDYMHbIX MHOrOMPOGUITbHbIX CTALMOHAPAX.

CTPUKTYpa nuiieBoda, 6annoHHas aunatauus, CREST-
CUHIPOM, CUCTEMHAS CKNEPOAepMUS.

CVICTGMHaH ckieponepmus (CCJl) — XpoHUUYECKOE MOJMUCH-
cTeMHOe 3aboJieBaHUEe M3 TPYITITBI CUCTEMHBIX 3a00JIeBaHUI
COCIMHMTEIPHOM TKaHM, XapaKTepH3YIOIIeecs IPOrpeccupyro-
mUMHA  GUOPO3HO-CKIIEPOTHUECKMMU ~ U3MEHEHUSIMA ~ KOXKH,
OIOPHO-JBUTATEJILHOTO aIlliapaTa, BHyTPEHHUX OPraHOB 1 Ba30-
CIaCTUYECKUMM peakLusIMU o TuIy cuHapoma Peitro [1]. Pac-
npoctpaHeHHocTh CCJI y B3pocibIX Kojiebnercst B nmpeneaax 19—
75 cnydaeB Ha 100 Thic. HaceneHusi, 3aboneBaemocth — 0,45—1,4
Ha 100 TeIc. HaceneHust B rox [1].

Hns CCJ xapakTepHbl BUCLEpaJibHble MU3MEHEHUsI, B MPO-
1iecc BOBJIEKAIOTCS XeJynouHo-KuiieuyHblii TpakT (KKT), ner-
Kue, cepiie, Movku. [1o maHHBIM COBPeMEHHBIX MCCIICIOBaHMIA,
10 98,9% 6onbHbIXx CCJI cTpamaroT OT racTPOIHTEPOJIOTMUECKUX
CUMNTOMOB (nucdarusi, uzxora, 00Jb 3a I'pPyIAUHOMN, CIIOHOTE-
YeHUE, TOIIHOTA U OTPbIKKA BO3MYXOM, CHUXKEHME MacChl Tefa,
nuapest) [18]. Ipu atoMm y 70—90% GonbHBIX HanboJIEe YaCTO OT-
MeyaeTcsl MaTOrTHOMOHUYHOe nopaxkeHue [20], koTopoe Mo Kiu-
HUYECKOU 3HAYMMOCTH BBIXOIWT Ha TEPBBI IJIaH CPeIn IPYTUX
BuclepanbHblx TiposiBieHuit CCJ. TluieBoaHble TPOSIBICHMS
CCJI BxiIOYaOT B ceds HapylleHWe MOTOPUMKHU MUIIEeBOJA, He-
JIOCTaTOYHOCTh HMKHETO TUIIEBOTHOTO cUHKTEepa, pedriokc-
330¢arut ¢ GopMUPOBAHUEM MENTUISCKUX CTPUKTYD U THUIIE-
Boma bappetra [3]. [To maHHBIM HccenoBaHuit, 6oitee yeM y 40%
6osibHBIX CCJI mpoTekaeT 6ecCUMIITOMHO, HECMOTPSI Ha HaJlnyue
HapylleHu MoTopukHU nuiiesona [11, 12].

V Bcex 6OTBHBIX MOpakeHHe MUIIeBOIa OTMEUaeTCsl IPU CBO-
eobpasHoii knuHuueckoit popme CCJI, KoTopast HOCUT Ha3BaHUE
CREST-cuHapoma U oTjMyaercsl coyeTaHueM B KIMHUYECKOM
KapTHHE KaJbIIMHO3a MSTKUX TKaHeW, HaIMIMeM TeJeaHTHIKTa-
3Ui Ha KOXXe, CHHIpoMa PeifHo, CKIIepoIaKTUINN U MTOpakeHeM
nuiesona [1].

IMumeBoanwie nposisieHuss CCJl u3BecTHBI ¢ cepeanHbl XX
crosnetusi. Eme W. Bourne (1947) omucan BHe3alHYyI CMepThb
GOJILHOTO BCJIENCTBUE PE3KOT0 HapyIIEHWs] MOTOPUKU TJIOTKU U
MUuIleBoIa, compoBoXxaaBiierocs: nucdarueit. Ha cexuum ObLIn
BBISIBJICHBI 330(DaruT W 3a3MUTEIM3UPOBAHHBIE 2PO3UN B JMC-

3'2015

TaJIbHBIX OT/AETAX MUIIEBO/A, a TAKXKE CKIepOnakTuivs, nuddys-
HOE 3aMellleHre KOJITATeHOBBIMU BOJIOKHAMU TKaHU MMOKapia,
meBpsl U aerkux [19]. B 1972 & S. Hanna onucain takoe KInHU-
yeckoe HaOJofeHNe: Y TTALMEeHTKU ObLT BBISIBJIEH Meras3odaryc,
YCTaHOBJIEH AMATHO3 aXaJla3uy KapAUY U JIUIIb CITYCTsI 7 JIeT OOHAa-
pyXeHbl KnrnHu4eckue nposineruss CC [2].

Otuonorus u naroreHe3 CCJI ocTaloTcst 10 KOHIIA HE SICHbI-
mu. [1pu n3yueHnu rucTonOrmyecKnx M3BMEeHeH I TKaHel Ha paH-
HUX CTaausIX Tpoliecca BBISIBISIOT MEePUBACKYISIPHBIE BOCTATIN-
TeJIbHbIE U3MEHEHUS U aTIONTO3 B KJIETKAX YHAOTEIHS, B TO BPEMSI
KaK Ha TO3IHUX CTaAMSIX HAOIIONAIOT M30BITOUHOE HAKOIUIEHUE
KoJIJIareHa B KOXXe ¥ BHYTpeHHMX opraHax [10].

[Mpu CCJl HapylieHre MOTOPUKM THUILEBOMA SIBISIETCS pe-
3yJILTATOM W3MEHEHWI TKaHU KoJIIareHa B CTEHKE IMUILIEBO/A.
KutoueBbiMM 3BeHBSIMU TIATOTEHE3a SIBISIIOTCST aTPOMUST MbIIIEeY-
HBIX BOJIOKOH, HAKOIJICHUE KOJUIareHa COeAMHUTENbHOU TKaHbIO
U CyOMHTUMHBI apTepuanbHbIi pudpos. [Iporcxonar namMeHeHust
apTepuoiI, KpOBOCHAOXKAIOIINX HEPBBI, M HAKOTUIEHUE KOJUIareHa,
TIPUBOJSIINE K HAPYIIEHUIO HEPBHOM MpoBoauMocTu. U xoTs Ha
TIePBBIii B3I 3200IeBaHNe KaXKeTCsI MUOTEHHBIM, B OCHOBE €ro
TaToreHe3a JIEKUT pa3pylieHue ayapoaxosa cruieTeHus. Ormopox-
HEHUEe TMUIIeBO/A 3aMeJISIeTCST U3-32 CHUXKEHMSI TIPOITYIbCUBHOM
MOTOPUKY, CHIKAETCS TaBJIeHUe HUKHETO MUIIEBOIHOTO ChUH-
KTepa, OTKPBIBas MyTh K pa3BUTHIO peduiiokc-330darura ¢ mocie-
ITYIOLIUM Pa3BUTUEM MENTUYECKOU CTPUKTYPHI [§].

Pedmiokc-230¢arut mo pesyasraTaM 9HIOCKOMUYIECKOTO UC-
ciefioBaHus auarHoctupytoT y 77% natuenros ¢ CCJL; npu sToM
3a4acTyl0 MUIIEBON aTOHWYEH M paciiupeH (Merassodaryc) |3,
12, 14, 21]. TunmuuHBIe HAXOAKW TTPY BHYTPUIHUIIEBOIHON MaHO-
METPUM — HU3KOAMIUIUTYIHbIE TIEPUCTATBTUYECKIE COKPAIIEHMST
MWILEBO/Ia ¥ CHIKEHWE JaBIEHUS HIDKHETO MUIIeBOAHOTO ChUH-
krepay 85% GonbHbIX [8], a ractput —y 92% [21].

B otmanenHom mepuone omHUM U3 HanOOoJee YacThIX OCIOX-
HEHUI SIBJISIETCSI TIENMTUYeCKast CTPUKTYpa MUIIEeBOAA, TUATHOCTH -
pyeMmast y 29% 6onbHbix [23]. [TuiieBon bapperra HaGmonaoT y
6,80—3,07% mnauueHToB [4, 24]. AneHOKaplIMHOMAa Pa3BUBAETCS
KpaifHe peaKo, B IUTEPaType BCTPEUAIOTCs eAMHUYHbBIE TOT00HBIE
co001IeHH s, B YacTHOCTH B dnoHuu [5, 6, 22]. I[lomumo menTu-
4YecKOll, B MHUILIEBOJE MOTYT Pa3BUBATLCSI Pa3HbIE 1O STHUOJOTHU
CTPUKTYDBI: MOCTTpaBMaTUYecKue (CTIOHTAHHBIA pPa3pbiB, MHO-
pOIHOE TeJO, ITPOTEHUST), 0XKOTOBbIE, BOCTIAIMTEIbHBIE, TTOCTPA-
NUalMOHHBIE U TUleHOuHble (cuHApoM [lnammepa—BuncoHa,
xombua Hlatku) [9].

[lpu xoHcepBaTMBHOU Tepamuu peduiokc-330darura 60Ib-
ubeiM CCJl Ha3HAYAIOT TUETY, OCHOBAHHYIO HA YaCTOM U APOOHOM
MUTAHUW, AaHTAUUIHBIE TIPETapaThl U MPOKWHETUKMU.

MeTomamu BeIOOpa Ha 1-M aTare Je4eHust CTPUKTYP SIBISIIOT-
cs1 OaTIOHHAS AUIaTalusI WK Oy>KpoBaHUe. Y MAlleHTOB MOJIO-
IIOTO BO3pacTa HanboJiee 4YacTo MPOUCXOIUT PAaHHUN PEIIUINB, U B
ciayyae 6e3ycrenrHoCT! JaTbHEHIIeTo JIeUeH!sI TOKa3aHo orepa-
TUBHOE BMEILIATeabCTBO [17].

K coxanenuto, BbImojHEeHWE AHTUPEDIIOKCHBIX OIeparuit
He o0ecreynBaeT mojHoro usiaeueHus [8, 16, 20]. ITo naHHBIM KC-
CJIeOBaHUH, YaCTOTa ITOCIEOTIePALIMOHHOTO pelianBa pediokca
u nucharuu Moxet mocrurarb 71% [7, 13, 15, 16].

Xupypruueckoe JieueHHe I10Ka3aHO TakKe OOJBbHBIM CO
CTPUKTYPaMU, He TOAJAIOIINMUCS OAJUIOHHOW AVJIATAllNU, C BbI-
COKMM PUCKOM Tiepdopalivy Py JUIaTalliU, BBICOKON CTETIEHBIO
MUCTIIA3UM DTUTETNST U TIOBBILIEHHBIM PUCKOM MalUTHU3ALINYI
[9]. B kauecTBe TutacTUUECKOTO Marepuaia st (popMupoBaHUS
Heos3odaryca mocie cyoTOTaTbHOM Pe3eKIINH UCTIONb3YIOT XKeTy-
TTOK WJIA TOJICTYIO KUIIKY; TIPU 9TOM CJielyeT TOMHUTb, YTO TOH-
Kas ¥ TOJICTasi KMIITKa TaKxKe MOTyT ObITh TtonBep:keHbl CCJI [13].



BonbHbIM HeoOX0MMMa crCcTeMHasI Teparnusi OCHOBHOTO 3a60JieBa-
HUS C MPUMEHEHUEM UMMYHOMOYJIUPYIOUINX, TOPMOHABHBIX U

IUTOCTAaTUYCCKUX ITPEIIapaToB.

[TpuBOIMM KIMHMYECKOE HAOIOACHNE.

Ilayuenmra K., 30 nem, nmaxoduracy 6 KAuHuke ¢
25.11.14 no 09.12.14. Ilpu nocmynaenuu npedssngisina
2canobvl Ha 3ampyoHeHue npoxolcoeHus meepooil u noay-
HCUOKOT NUWU NO NUUEB0DY, 00WYH0 cAAO0CMb, 201080KDY-
JICeHUe, YMOMASEMOCY, CHUMICEHUE MACChl meaa Ha 8 Ke 3a
nocaednue 2 Hea.

bonvras ¢ 1998 e. cmpadaem CCJ] nodocmpoeo me-
uenusi, CREST-cundpomom, axpockaepomuueckum eapu-
AHMOM NOPANCEHUS KOJCU, meseaneuskmasusmu (puc. 1),
MHONCECMBEHHBIMU KOHMPAKMYPAMU CYCMAB08 PYK U HO2,
cunopomom Peiino, ckaepodakmuaueii (puc. 2), nopasiceHu-
em KKT (nuwesoda, monkoii Kuwku); 0AumeasHo noay4a-
Aa neveHue kopmukocmepoudamu. Excecoono nabnwodarace
U npoxoduna nevenue 8 KAUHUKe PaxKyabmemcKkoll mepanuu
Yuusepcumemckoii xkaunuueckoii 6oavuuysvt (YKb) Nol
Ilepsoco Mockoeckoeo eocydapcmeenH020 MeOUYUHCKO20
yrueepcumema (Ilepgoco MTMY) um. U.M. Ceuenosa.
C 2007 e. nocmosiHno noayyana mepanuio: NPeOHU3010H —
5 me, 1 mabaemka 6 cymku,; Kynpewun — 1 mabaremka
6 cymiu vepes denv; Kanvuuil D, — 2 mabaemxu 6 cymiu.
Co cn06 604abHOIL, HA NpOMAJCeHUU nOCAeOHUX 13 nem y Hee
nepuoouHeckKu NOAGAAAUC INU300bl KPAMKOBDEMEHHO0
3ampyOHeHUs NPOXOHCOeHUST MEepAoll NULU NO RULEB0DY,
onawuecs 2—3 mun. [locarednee no eépemeHu yxyouwienue
cocmosHus ommemuaa ¢ Hauara Hosops 2014 e., koeda
NOSBUAUCH npOSpeccupyrouee 3ampyoHeHUe NPOXONCOeHUS
meepooll U NOAYICUOKOU NUWU NO NUWe800), CHUNCEHUE
macesl meaa u oowas caabocms. Penmeenonoeuueckoe uc-
credosanue nuuiesoda, Jceayoka u 08eHaduamunepcmuoll
Kuwku om 21.11.14: nuwesod npoxooum, eunomoHu4eH,
KOHmMpacmHblil npenapam mMedaeHHo nocmynaem no nuue-
600y, MEPMUHANbHYIL omdes NUWe800d HA NPOMSNCEHUU
1,5—2,0 cm yupkyasapro cyxucen do 3—4 mm ¢ HeboabuUM
CYNpacmeHomu1eckum pacuiupeHuem Gbluleaedcauux om-
denos; kapous pacnonodcena Ha 1—2 cm evlute ypogHs dua-
@paemol, cmbiKaemcest; NPUSPAMHUK NPOXOOUM; I6AKYAUUS
CB80CBPEMEHHAsL; NYKO8UYA Oe3 0C00eHHOCHel, KOHMpPacm-
HbLil npenapam u3 08eHa0UamunepCMHoL KUWKU 4epe3 0yo-
0eHOeHOaHACMOMO3 nocmynaem 6 mowyro kuwky. [layu-
eHmKa obpamunace 3a meduyuuckoil nomouipro 8 YKb Nol
Ilepeoco MTMY um. U.M. Ceuenosa u 6vi1a eochumanu-
3UPOBAHA 8 OHKOA02UYECKOe XUpypeuteckoe omoeneHue 0as
XUPYPeUHEeCK020 AeHeHUs.

Ilpu  nocmynaenuu: co-
CcmosiHue  cpedHell  cmeneHu
mscecmu. Temnepamy-
pa meaa — 36,5°C. YV 6onv-
HOU  8bIPANICCHHAS. KAXeKCUsl
(pocm — 160 cm, macca
mena — 32 ke); puc. 3. Kooc-
Hble NOKpogvl 01e0HOU OKpa-
CKU, cyxue, YHAOMHEHbl U
CMAHYMbL, HA Auye, Ha Kodice
BEPXHUX U HUINCHUX KOHeY-
HOCmel — meneanesKmasuu;
ceubamenvHvle KOHMPAKMypol
Kucmell 00eux 6epxXHUx KoHeY-
nocmeii. Omexose nem. Jlum-
Gamuueckue y3nvl He yeeau-

Pue. 1. Mackoo6pa3HoCTb NnLa, TeNeaHrnakTa-
311, 3a0CTPEHHBIA HOC — «NTUYbE NNL0>»

uenbl. JJbixanue 8esuKyasipHoe, Xpunbvl He 8blCAYUUBAIOMCA.
[lepkymopHbiii 36yK ACHbLIL Ne204HbLI, 4acmMOoma Obixamens-
HbIx deudicenuti — 16 ¢ munymy. Ipanuywt cepoua me pac-
WUpeHbl, MOHbL SICHblE, PUMMUYHbLE, UyM0og Hem. Yacmoma
cepoeunvix cokpaujeruti — 84 6 munymy, Al — 110 na 70 mm
pm. cm. Ckaepul 6ae0Holl okpacku. H3vik enadichblil. [leuens,
ceneszenKa He yeeauuenvl. XKueom npasunvroil oopmol, npu
nanbnayuu MeKuil, yMepeHHo 001e3HeHHbLI 8 SNUACMPUU.
[lepucmanvmuxka evicayuwiueaemcesi, 2azvi OMXo0sim.

Dzo¢pacoeacmpodyoderockonus: Guépockon 6600um-
¢ c60000HO; 6 nuUWe8ode npoceem c60600HO NPOXOOUM 00
HUJICHel mpemu; @ cpedHell mpemu causucmas Oeaecas,
2UNEPNAAZUPOBAHA, NPOCEEN NOCMENEHHO CYHCUBAemcs 00
3—4 mm, ons gpubpockona Henpoxooum.

Kaunuueckuii  duaenos:  Kopomkas — nenmu4ecKas
CMPUKMYpa HudicHeepyoOHo2o omdeaa nuuiesoda; oucga-
euss 11 cmenenu; ckoavzauas KapouatbHas epvlica nuuje-
600H020 omeepcmus Ouagpazmol; YKOpOHeHUe NUUesooa
I cmenenu; pegarokc-3zopaeum; cocmosmue nocae cpe-
OuHHOU aanapomomuu, 0y00eHOCIOHOCMOMUU, 3a0Hell 2a-
cmpoeroHocmomuu Ha Py-nemae mowei kuwxu ¢ 2001 e.;
CCJl nodocmpoeo meuenus; CREST-cundpom; akpockaepo-
Mu4ecKuil apuUaHm NOPANCeHUs KOJNCU; MeAeaHUIKMA3UU;
MHONCECMBEHHbIE KOHMPAKMYPbL CYCMABOE PYK U HO2; CUH-
dpom Peiino; ckaepodaxmunus; nopaxcenue KKT (nuweso-
0a, MOHKOU KUWKU), 8 AHAMHE3e — BbICOKAsl MOHKOKUUEeY -
Hasi HeNnPoOXOOUMOCMb,; KAXEKCUA.

B kaunuxe 60avHOU nposedero 5 ceancoe 6ANNOHHOU
ouramayuy KOpomKOU Nenmu4ecKoil CMpUKmypbl HUNC-
HeepyOHo20 omodena nuweso0a noo pPeHMeeHON0UHeCKUM
KOHMPOAEM C ROAOICUMENbHBIM KAUHUYECKUM dpdekmom —
ducghaeus peepeccuposana.

Penmeenonocuueckoe uccaedosanue om 01.12.14: no-
cae npoeedeHuUs: Ceancos OANN0HHOU Ouramauuu NUweso0
CB0000HO NPOXOOUM, MEPMUHAAbHBLI 0omden nuueeooa no
cpasneruro ¢ dannvimu om 21.11. 14 pacwupen do 10— 12 mm,
C POBGHbIM, HeMKUM KOHMYPOM; UMECMCsi NOAONCUMENbHAS
JuHamuka,; bapuesas 836ecb C60O00OHO NOCMYNAem 8 Jceay-
00K, 3ameK06 KOHMPACMHO20 8eUeCMea 3a npedensl opea-
Ho6 He ommeueHo (puc. 4).

IIposodunu makoice KOMHACKCHYIO NPOMUBOS36CHHYIO
mepanuro (UHSUOUMOPbL NPOMOHHOU NOMNbL, AHMAYUOHbLE
npenapamot), npumensau newe6Hoe numarue. C yuemom
npoeedenHo20 00cAe006aHUS, NeHeHUS U HAAUYUS CONYM-
CMBYIoue20 CUCMEMHO20 3a001e8aHUs ONepamugHoe eme-
UamenbCmeo Ha MOMEHM BbINUCKU NAUUCHMKE He NOKA3AHO.

Puc. 2. Kuctun pyk; necpopmanns KUctei no Tuny KOrtucToi
nanbl; CKNepoaakTuaus; CUHAPOM PeliHo
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Puc. 3. BHeLwHWii B, 601bHON — Kaxekcus

boavras 6 yoosremgopumenbHoMm COCMOSHUY 8bINUCAHA 00~
MOl ¢ peKoMeHOAuUAMU 0 NPoBedeHUU NOBMOPHLIX KYPCO8
6ann0HHOU dusamauuu é cayuae peyuousa oucghaeuu.
Knuanveckoe HabmoneHne HATISAHO AEMOHCTPHUPYET, YTO
y 60abHBIX ¢ CREST-cHIpOoMOM BO3MOXKHBI IMMUIIIEBOIHBIC TTPO-
SIBJICHUST 3a00JIeBaHUsI, O KOTOPBIX BAXHO MOMHUTH. CTPUKTYpa
THUIIEBO/Ia MOXEeT ObITh TIEPBUYHBIM TPOSIBIIEHNEM CUCTEMHOTO
3a00JIeBaHMSI COENMHUTETbHOM TKaHU. [IpuBeneHHbIN KITMHUYe-
CKUI TIpUMep TTOATBEPKIAET, YTO CTPUKTYpA MUIIEBOIA TIPU TaH-
HOM 3a00JIeBaHUM XOPOIIIO TOIAETCS] MAJIOMHBA3UBHOMY Jiede-
HUIO 6e3 XPypPTUIecKoro BMenarenbeTBa. OmHaKo JeueHrne 3TOi
CJIOKHO KaTeropuy OOJIbHBIX TOJKHO OCYIIECTBISITHCS B KPYTI-
HBIX MHOTOTIPOMWIGHBIX CTAllMOHAPAX, 00JIaMaloNInX BCeM Heo0-
XOAMMBIM apCEHATIOM JIeUeOHBIX U TUATHOCTUYECKIX CPEICTB.
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BALLOON DILATATION IN THE TREATMENT OF ESOPHAGEAL STRICTURE

IN PATIENTS WITH CREST SYNDROME

Professor A. Chernousov, Academician of the Russian Academy of Sciences;
Professor T. Kharobrykh, MD; F. Vetshev, Candidate of Medical Sciences;

S. Osminin

.M. Sechenov First Moscow State Medical University

The paper outlines the experience with minimally invasive surgical technologies
for esophageal injury in the presence of systemic connective tissue disease.

The clinical example clearly demonstrates the importance of timely diagnosis of
esophageal stricture in CREST syndrome and suggests that it is necessary to treat
these difficult-to-treat patients at large multiprofile hospitals.

Key words: esophageal stricture, balloon dilatation, CREST syndrome,
scleroderma systematica.





