NMpakTuka neguartpa

DOI: 10.15690/pf.v15i6.1985

M.10. C'renal-lm-ll, E.B. KomapOBaz, H.H. Mypal.ukm-lz, E.WU. AnekceeBaZ

1 CM-KnuHuka, MockBa, Poccuiickasa ®egepauns
2 HauunoHanbHbI MEOULIMHCKMIA MCCNefoBaTENbCKUIM LIEHTP 340POBbS AETEN,
MockBa, Poccuinckasa Peaepaums

NMMpuU3HaKu nopaxKeHusa nuilleBoaa

Y AETEUN CO CKiepoaepMUen

no AaHHbIM MaHOMMNEea4aHCOMEeTPUM:
uccneagoBaHue cepum cnyvyaeB

KoHTaKTHas nHopmauus:

CrenaHsiH MapuHa KOnvmaHoBHa, Bpay-neauaTtp, racTpO3HTEPOIOr MHOrONPOGUABHOMO MEANULIMHCKOrO XonanHra «CM-KnuHuka»
Appec: 125130, MockBa, yn. MpuopoBa, a. 36, Ten.: +7 (495) 480-85-60, e-mail: stepanianmarina@yandex.ru

Cratbsl noctynuna: 21.10.2018 r., npuHaTa K neyatu: 28.12.2018 .

AKTyanbHOCTb. B HacToslee Bpems CKAepoaepMusi ocTaeTcs OCTaToOYHO PeaKnM, B TOM Yucie cpeau aeten, 3abosie-
BaHueM. TeM He MeHee MHTepeC Uccae0BaTeNei K JaHHOM NaTo/10rMmM BO3pacTaeT, NOCKOIbKY AMarHOCTUKA NMOParKeHUs
nuueBoga npu pasandHbix Gopmax CUCTEMHOIO CKep03a A0CTaToqYHO NpobieMaTnyHa, a pe3y/bTaTbl 3HAOCKOMMYECKOIO
nceneoBaHus He oTobpakaloT NoJIHON KapTUHbI pyHKUMM nuujeBoga. Ha coBpeMeHHOM aTtane MeToq MaHouMmnegaHco-
MeTpuu A1s1 onpeaeneHns GyHKUMKU nuieBoda, B TOM YUCIe y AeTelN CO CKaepoaepMUen, siBaseTcs Beaylnm B EBpore,
oflHaKo Ha TeppuTopumn Poccurickon degepaLrimm npuMeHsIETCS TObKO Y B3POC/bIX. [paBuibHas n cCBOEBPEMEHHAs OL|EH-
Ka MOTOPHOIro COCTOSIHMSA NuLLeBoAa MO3BOJIUT HE TOJIbKO PACLUMPUTb HaLUKM NMpeAcTaB/ieHuss 0 natoreHe3e 3abosieBaHus,
HO M onpeaennTb 3hPEKTUBHOCTb HaYaToM Teparnum n BoipaboTaTb NPaKTUYECKUE PEKOMEHAaLUMU OTHOCUTE/IbHO TaKTUKKU
JIEYEHMS YKEe Ha paHHMX dTanax pa3BuTus 3abosieBaHus. Llenb nccnegoBaHns — onpeaeinTb BO3MOXHOCTU MaHOUM-
negaHCoOMeETpUn A5 AMarHOCTUKKU MOParKEHUI NMuleBoha rnpu KBEHUIbHONM cKaepogepmun. Metoabl. B uccrepoBaHune
BKJIt04YeHbl 13 fAeTel ¢ 0BEHWUIbHONM CK1IepoaepMmUen, rocnutaan3nupoBaHHbIX B OTAe/1eHNS PEBMAaTOIOMMU U 1epMaTos1o-
rmu B nepuos ¢ uioHs rno aBryct 2016 r. Bcem nayneHTam C Lesbio BbiIBAEHUST QyHKLMOHa bHbIX HapyLleHui nuijesoaa
BbIMOJTHEHA MaHOMETPMS BbICOKOr0o pa3peLleHusi B COYeTaHMmM ¢ umnegaHcomeTpmnen. Pesyabtatbl. CHUXEHUE aMIINTYAbl
COKpalleHni B AucTaibHOM oTgene nuujeoda 6osee yeMm B 30% «B1a)KHbIX» TIOTKOB 06Hapy»KeHo y 2 u3 7 JeTei ¢ loBe-
HWUJIbHOHM CUCTEMHOM CKaepogepmuen 'y 1 n3 6 ¢ oBEHUIbHOM 04aroBOK CKaepogepMnuein. Y Bcex nayneHToB BblsiB/IE€HbI
repucTanbTMYECKUE BOJIHbI B AUCTa/IbHOM oTAene nuieBoda amnantyaon <30 MM PT.CT., @ TaKXe HenpoBeaeHHas nepu-
cTa/lbTUKa, NPy KOTOPOM nepuctaabTUdecKasl BOJIHa He MPOXOoANT BCIO AUHY nuieBoja; y 1/13 — ogHOBpeMEHHOE COKpa-
weHue ¢ amnantygon <30 MM PT.CT. Y Bcex eTe BbisiBAEHA M10J10XKUTE/IbHAs KOPPEALMS MEXAY CUCTEMHbIM BapHUaHTOM
3abos1eBaHns M HapylweHmem nepuctanbTnku (p=0,021). 3aknyeHme. bnarogaps mMeToay MaHoOMMeAaHCOMETPHUn
BEPHOULMPYIOTCS MOTOPHbIE HapyLIEHUS nuileBoa, 4To ob6ecriedynBaeT NnaLMeHTY CBOEBPEMEHHYIO U COOTBETCTBYIOLLYIO
MEANLMHCKYH MOMOLYb.

Knrw4eBbie cnoBa: 4eTH, OBEHU/IbHas CUCTEMHAs CK/1IepOoAepMUsl, IOBEHU/IbHas o4aroBasi CK/1epoaepmMusi, MaHoOMETPUS,
nmneaaHCoOMeTpusl, NuLIeBO, AMarHoCTUKa.

(Ana yntnpoBanms: CtenaHaH M.KO., Komaposa E.B., MypawkuH H.H., AnekceeBa E.W. [pn3Haku noparkeHmsa nuwesoaa
y AeTeN CO CKnepogepMmnen no gaHHbIM MaHOMMMIeAaHCOMETPUU: UCCNefoBaHKe cepumn cnyyaeB. lleguatpuyeckas pap-
makosorusi. 2018; 15 (6): 464—-469. doi: 10.15690/pf.v15i6.1985)

AKTYAJIbHOCTb

IOBEHWNbHAA CKNIEPOAEPMUS — XPOHUYECKOE UMMY-
HoarpeccvBHoe 3aboneBaHne ¢ Aeb6lOTOM 60Ne3Hn A0
16-neTHero Bo3pacTa. [lpoaBnaeTca XapaKTepHbIM
dNBPO3HO-CKNEPOTUHECKUM MOPAKEHUEM KOXKM, OMOPHO-
[IBUraTesIbHOro annapata C BO3MOMXHbIM BOBJIEHEHUEM
B MPOLIECC BHYTPEHHMX OpPraHoB, pPa3BUTMEM CHUHApPOMA
PetHo. B ocHoBe 60n€3HU NEXWUT reHepann3oBaHHOE
nopaxeHne COeAUMHUTENbHOW TKaHWM Cc npeobnajgaHuem
dunbpo3a 1 obanTepupytowero TpombaHrmumTa [1].

HOBEHUNBHYIO CKIEpOAEPMUIO NOAPA3AENSIOT Ha oBe-
HUNBbHYIO CUCTEMHYKO ckiepogepmuio (LOCCA) u toBe-
HUNbHYIO o4YaroBylo cknepogepmuio (KOOCA). Mpu KOCCA
Hapsily ¢ UBMEHEHUSIMU KOXMW W OMOPHO-ABUraTeNbHOro
annapaTta MMeeT MECTO MopPareHWe BHYTPEHHUX OPraHoB,
rnaBHbIM 06pPa30M, KeNyao4YHO-KUWEYHOro TpaKkTa [2].

PaHee 6bIn10 NOKasaHoO, YTO NULLEBOA NPU CKNEPOAEPMUU
nopajkaeTca 4valie APYrux OpraHoB MNULWEBapUTENbHOrO
TpakTa: npu | ctagum 3aboneBaHUs MopaxKeHue nuiule-
BOJa AunarHoctupyetcs B 68% cnyyaes, npu Il — B 89%,
npu lll — B 100% [3]. TUNUYHBIM CUMIMTOMOM MOpPaXKEHUN
nuwesoaa fBnsetcs ancodarus: eTi UCMbITbIBAKOT 3aTpya-
HEHUS NpuW NpornatblBaHWW KaK TBEPAOMW, TaK U XKUIOKOM
MUK, NPU 3TOM BbIHYXKAEHbI 3anuBaTb TBEPAYID NULLY
60/blIMM KOMIMYECTBOM MWUAKOCTU. TaKXKe nauumeHToB
6eCnoKoAaT M3xora M 6014 B anuracTpanbHoOM o6nacTu,
ycuaMBatowmecs B rOPM30HTa/IbHOM MONOXKEHUU; 60b
4acTo MppaguupyeT 3a rpyarMHY U CONPOBOXKAAETCS KUCON
OTPbIXKKOW. KMHMYeCcKas KapTMHa nopaeHus nuuiesoda
6biBaeT 6onee CKyaHou, 4em MopdONOrn4yeckne uame-
HEHUS B HEM, YTO OOBACHAETCH MEASIEHHbIM Pa3BUTUEM
naTonorMyeckoro npolecca B NUWEBOAE WM ajanTtauuen



60/IbHbIX K JaHHOMY COCTOSIHMIO [3]. SHAOCKOMUYECKMU ana-
FHOCTUPYIOT pasinyHblie NPOSIBiEHMA racTpoaszodareans-
HOW pednloKCcHOW 60ne3Hn — oT pedntoKe-a3odarunta
no nuweBoaa bappetta. 9po3un K 93BbI NULLEBOAA KaK
cneacteue ractpoasodareanbHoro pedntokca oOGHaPYKU-
Batotcsa y 30% 60nbHbIx KOCC/ [4].

[ns pacno3HaBaHWA paHHUX CTaAuM MOParKEHUS NULLE-
BO/Jla NPW IOBEHUIbHOW CKNIEPOAEPMUM NMPUMEHSETCS NULLE-
BOAHAs MaHoumnegaHcoMeTpus. Ha cerogHslwHWn aeHb
B MWpE MCMonb3yeTcs HOBeNlas BbiCOKOpaspeluatollas
TEXHO0MMS MaHOMMMNEeAaHCOMETPUMN AABNEHUS U COMPOTHB-
NIeHUs MuLeBoa, YTO NO3BONSET BbISBUTb QYHKLMOHAMb-
Hble HapyleHWUs BEPXHWMX OTAENOB XKEeNyAo4HO-KMLIEYHOIo
TpakTa. MaHOMeTpUYyecKMe NPU3HaKKW AUCOYHKLMK MuLle-
BoAa BbIiBASAOT npumepHo Y 80% nauyuneHToB ¢ KOCC/A [5].
Jlexxawun B ocHoBe 3abosieBaHusa npouecc dpubpo3npoBsa-
HUS U Oo6AUTEpPaLMM COCYAOB BEAET K MOPAXKEHUIO CTEHKM
nuueBoaa M ee MHHEPBaLIMK, a B MOCeAYoLEM — K racTpo-
330dareancHoMy pedntokey [6]. ATpodua Mblwy, B Tene
nuieBoaa NpMBOAUT K OcnabneHuio COKpalleHUM BMNNoTb
[0 yTpaTbl NEPUCTaNbTUKK, CHUXAA KIUPEHC nuiesoaa [7].
[aBneHne MnoKos HUXHEro MUWEBOAHOrO COMHKTEpPA MpH
CKNlepoepMnn 0BGbIYHO CHUXKaeTcsd ymepeHHo [5]. Ecau
nepucTanbTMKa CoOXpaHeHa, NepucTanbTMYecKme BOSTHbI UMe-
0T HU3KY0 aMnanTyay (<30 MM pT.CT.). TMNoToHMA NUweBoaa
Habnoaaetca B 75-90% cnyyaeB. Y OTAefbHbIX G0NbHbIX
pa3BMBaETCA CTPUKTypa NULLEBOAA — CYXKEHWe npocBeTa
HUXHEN ero TpeTH, 06HapyXnBaemoe nNpu MaHonmneaaHco-
METPUK, YTO TPeBYET XUPYPru4ecKoro neveHuns [5].

YKa3aHHble Bbllle NPU3HAKKU HecneundUUHbl A5 CKNepo-
aepmMuu. NMogo6HbIe OTKIOHEHUSA MOTOPUKU MOTYT 6bITb BbISIB-
fleHbl Y MALMEHTOB C APYrMMM CUCTEMHbIMKM 3aboneBaHuUs-
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MW, ONS UX OMUCAHMS NPEASIOKEH TEPMUH «HeadPEKTUBHAS
MOTOpUKa nuieBoaa» [8]. MaHOMETPUYECKMM KpUTepuem
HeapDEKTUBHON MOTOPUKMU MHULLEBOAA SABNSIETCA CHUMKEHMWE
aMMNAUTYAbl COKPALLEHWUI B AUCTANIbHOM OTAeNe NuLeBoa no
KpanHen mepe B 30% «BnaHbIX» [MOTKOB B 1t0601M KOMOWHA-
UMK CneaytoLwmnx OTKIOHeHW [8]: nepucTansTUYecKne BOSHbI
B AMCTaNIbHOM OTAese NWLEeBOAa amnanTyaon <30 MM pT.CT.;
O[JHOBPEMEHHblE COKpaLLleHWst ¢ amnauTygoin <30 MM pT.CT,;
HeyaaBLllascs (HenpoBeAeHHas) nepucTanbTMKa, Npu KoTo-
poi nepucTansTUYecKas BOSIHA He NPeooNieBaEeT BCIO A/IMHY
nuLLEeBOAA, U/WK OTCYTCTBUE NEPUCTANBTUKM.

MaHoumMnegaHCOMETPUS SBASIETCA «30/10TbIM CTaHaap-
ToM» anddepeHumanbHon anarHocTukn KOCCH ot HOOCA.
OpHako B Poccuu uccnegoBaHWe BO3MOMXHOCTEM 3TOro
MeTofa paHee He NPOBOAMUIIOCh.

Llenb uccnegoBaHus — onpenennTb BO3MOXHOCTH
MaHoOMMMeAaHCOMETPUN As PaHHEW AMArHOCTUKM nopae-
HWI NWLLEeBOAA NPU IOBEHUTbHOM CKIEPOAEPMUMN.

METOAbI

An3aiH uccnepoBaHus

B npocneKTMBHOE uccnefoBaHWe BK/OYaNWM [OeTew,
rocnuTann3nMpoBaHHbIX B PeBMATosorMiyeckoe n aepmaro-
norunyeckoe otgenenuns Pray «HaunmoHanbHbIA MEAULIMHCKUIA
ncenenoBaTenbCKUM LEHTP 340poBbsl AeTen» MuH3apaBa
Poccuu (nanee HMWLL 300poBbs AeTen) B Nepmuos C UIoHS No
aBryct 2016 r.

Kputepuu cootBeTcTBUSA
Kputepumn BKIOYEHUST:

e [eTu B Bo3pacTe oT 7 go 15 net ¢ KOCCA n KOOC/[ BHe
3aBWCUMOCTU OT CTauKn 60Ne3HH;
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Symptoms of Oesophageal Affection in Children
With Scleroderma According to Mano-Impedancemetry:

A Case Series

Background. Currently, scleroderma is a rather rare disease, including among children. Despite the growing interest of investigators
in this pathology, the problem of diagnosing oesophageal affection in various forms of systemic sclerosis remains under-investigated
since endoscopic data does not provide a complete picture of the oesophageal function. Currently, mano-impedancemetry (MIP) is the
leading method in Europe for determining the oesophageal function, including in children with scleroderma; in the Russian Federation,
it is used only in adults. Proper and timely evaluation of the oesophageal motility state will allow not only to expand our understanding of
the disease pathogenesis but also to determine the efficacy of the initiated therapy and to give practice suggestions in terms of treat-
ment tactics in the early stages of the disease. Our aim was to determine the possibilities of mano-impedancemetry for diagnosing
oesophageal affection in juvenile scleroderma. Patients and Methods. The study included children with juvenile scleroderma taken to
the department of rheumatology and dermatology from June to August 2016. To identify oesophageal function disorders, all patients
underwent high-resolution manometry in combination with impedancemetry. Results. A decrease in the distal oesophageal contraction
amplitude in more than 30% of “wet” swallows was found in 2 of 7 children with juvenile systemic scleroderma and in one of 6 children
with juvenile focal scleroderma. All 13 patients had peristaltic waves in the distal oesophagus with an amplitude of <30 mm Hg. They had
interrupted peristalsis, in which the peristaltic wave did not go through the entire length of the oesophagus; one of these patients showed
a simultaneous contraction with an amplitude of <30 mm Hg. All children (n=13) showed a positive correlation (r= 0.021) between the
systemic disease and impaired motility (p=0.021). Conclusion. Despite the clinical and laboratory methods for diagnosing scleroderma,
the data of oesophageal mano-impedancemetry is an important criterion, primarily for the differential diagnosis of systemic and focal
scleroderma, and assists in the early initiation of therapy for oesophageal motility disorders.

Key words: children, juvenile systemic scleroderma, juvenile focal scleroderma, manometry, impedancemetry, oesophagus, early
diagnosis.
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Puc. 1. MaHOMeTpUS BbICOKOIro pa3peLleHns: Hopma
Fig. 1. High-resolution manometry. Norm
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lMpumeyaHune. BMNC — BepxHui nuweBogHbin cuHkTep, HMC — HUKHUI NULLEBOAHBLIN CPUHKTEP.
Note. UES — upper esophageal sphincter, LES — lower esophageal sphincter.

° noanuWCaHHoe poauTens MM W AeTbMu cTapwe 15 neT
MHPOPMUPOBAHHOE COoracue Ha NPoBeAeHNe MaHoOMe-
TPMM BbICOKOrO pa3pelleHnss B COYEeTaHUU C MMNeaaH-
comMeTpuen.

Kputepnm HEBKTIOYEHUST:

® HecnocobHOCTb pebeHKa KOMMYHWLMPOBATL C UCCNeao-
BaTenewm;

* ntobble HEBPOIOTMYECKUE U NCUXMYECKME 3a601EBaHUS;

® 3MOUMOHaNbHas NabunbHOCTb NPU KOHTAKTE C BPa4yoM;

® HaJuyue TpaBM HOCa B aHaMHe3e;

° TA)eNoe coMaTUYeCKOoe COCTOSIHHUE;

° MPOTMBOMOKa3aHus AN MHBA3MBHOIO 30HA0BOMO 06cne-
[LoBaHus.

J930daroracTpoayoaeHoCKoNus

Bcem getaMm, BK/OYEHHbIM B MCcnefoBaHWe, MpoBO-
annun azodaroractpogyoneHockonuio (3r4C). OueHuBanu
cTeneHb gunatauuun nuueBoaa, COCTOSIHME ero CM3UCTOoMn
060/104KH, HaNM4Yne AOMNONAHUTENbHbBIX 06pa30BaHUt B NPO-
cBeTe NUueBoaa, HeJOCTaTOYHOCTb U/MAKM NPONanc Kapauu,
pacnonoxeHue 3y64aTon JIMHUK.

MaHoumnegaHcoMeTpus

3a 12 4 [0 NpoBeAEHUs MaHOUMMNeaHCOMeTPUN AeTAM
pPEeKOMEHA0BaNM He MPUHMMAaThL nuLly, 3a 3—4 4 — orpa-
HUYUTL NPUEM XUAKOCTU. Mlepen KaabiM UccnefoBaHnem
MPOBOAWN CYXYIO 1 BNaXKHYI0 Kannb6poBKy KateTepa. 3aTem
KaTeTep BBOAWIW TPAHCHA3albHO B MOJOMEHUU NaLueHTa
cuas. MNepen BBeAEHUEM NMPU HEOBXOAMMOCTM MONOCTb HOCA
opoLLlanu COoCYJOCY)KUBAIOWMMMK KannsaMu, a HaKOHEYHWUK
06pabaTbiBanu resieM ¢ TMJoKanHOM. AHECTE3NUSA MOTKU He
NPOBOAMNACH (HE PEKOMEHAYETCH, TaK KaK 3aTpyaHAET BBe-
JeHWe 30Ha BCeACTBME MOAaB/IeHWUs MIOTOYHOMO M Kall-
neBoro pedneKcos, a 3arnatblBaHne nekapcTsa U3MeHseT
MOTOPUKY BEPXHWX OTAENOB nulieBofa). 30HL BBOAWICA
[0 YPOBHA HWKE HWKHEro MNuLLEeBOAHOro COUHKTEpa, 419
TOro, YTo6bl CMCTEMA CMOT/Ia OnpeaesnnTb 6a30BYI0 JIMHUIO
enyaKka, a 3ateM MOATATMBACS YyTb Bbllle, TAaK 4TO6LI

camblt AUCTabHbIM AaTYMK pacnonarancs Ha YPOBHE HUXK-
Hero nuwesogHoro couHKTepa. Mocne BbiCTaBNEHUS BCEX
napamMeTpoB (Kanobbl, aHaMHe3, Bec, PocCT, AaHHble AI/C,
npUHUMaemble npenapatbl) pebeHKa NpocUNn 3afepiu-
BaTb MMOTKKW ANS onpeaeneHns WKanbl NoKos. 3atem npoBo-
Annacb cepusi «BiaxKHbIX» MMOTKOB GU3MONOrMYECKOro pac-
TBOpa (10 rmoTKoB No 5 M Kaxkabiv). B xoae npoueaypbl
nauneHTa NPoCUaM BO34EPKaTbCs OT MOTKOB CMOHbI («CYXMUX»
rMOTKOB), PA3roBOpPOB, NOKaL/IMBaHUA. 3aTeM NpoBoaMIach
UMHUTaLMS NpoLiecca nNpuema nNUWM: naumeHTy npegiaranu
cbecTb 10 noxeK no 5 r cneunanbHoro xene. Janee WwKana
NoKosi onpegensnacb NOBTOPHO, U KaTeTep U3BEKancs npu
YCNOBUM AafbHENLWEN TeMmnepaTypHON KOMMNeHcauuu (Kate-
Tep ocTaBascs Ha Bo3ayxe B TedeHue 10 cek).

Mpu NnpoBegeHnn nccneaoBaHKs B MOKOE U NpM ynoTpe-
GNEHWU UAKOCTU U NMULLKM B BUAE XKene OLeHMBaNuCh crne-
Ayloluive napameTpbl: 06Was CKOPOCTb NPOXOXKAEHNUS BOAbI
no nuwesoay, NPOAOKUTENbHOCTb HAXOXAEHUSA eANHMULLbI
MAKOCTU Ha onpejeNeHHOM yyacTKe nuleBoa, amniu-
Tyaa NepucTanbTUYECKOM BOJHbI, HanuMyMe 3abpoca XKua-
KOCTU U XMMyca B MULLEBOA, KONMYECTBEHHbIE MOKa3aTenu
COBOKYMHOM NEepuUCTanbTUYECKON aKTMBHOCTWU, AaBleHue
B CPUHKTEPAX NMLLEBOAA, TOHYC CTEHKM opraHa. C noMoLLbio
MHOIOLIBETHOMO 06bEMHOI0 N306paxeHns BU3yannusanpoBa-
M NPOABUKEHME MEPUCTANBTUHECKON BOJIHbI MO NULLEBOAY
(puc. 1).

CTtaTucTUYeCcKUn aHanus

PacyeT pazmepa BbI6GOPKK NpeaBapuUTeNbHO He NMPOBO-
anncs. AHanu3 fJaHHbIX BbIMOJHEH C UCNOIb30BaHMEM NaKe-
Ta cTaTucTMyeckunx nporpamm IBM SPSS Statistics, v. 21;
onucaHMe KONIMYECTBEHHbIX MOKa3aTenen — C yka3aHuem
MUHUMaNbHbIX U MaKCUManbHbIX 3Ha4YeHUI, cpeaHero apud-
METUYECKOro 1 CTaHAAPTHOIO OTK/IOHEHUS. [1n9 BbISBAEHMS
3aBUCUMMOCTU MEXKAY NoKalaTensiMun NpuMeHsacs Koppens-
LIMOHHbIN aHann3 ¢ UCNOb30BaHUEM HeMapaMeTpPUYeCcKoro
KoadduumeHTa Koppensauum CnupmeHa (r). CTaTUCTUYECKMU
3HAYUMbIMM CHUTANUCH Pa3anyuns 1 ceasun npm p<0,05.



PE3YJIbTATbI

XapakTtepucTuKa BblIGOPKU

CornacHo KpUTEpPUSIM BKJIIOYEHUS, B UCCNIe0BaHUN Npu-
HAM yyactue 13 nauneHTtoB: 7 geten ¢ OCCA n 6 ¢ FOOCA.
[MpoTOKON MccneaoBaHUs BLIMOMIHEH B MOAHOM 00beMe
y Bcex 13 nauuneHToB.

MMMyHOCYNpecc1MBHYIO Tepanuio Ha MOMEHT MpoBeae-
HWUA MaHouMMNedaHcoMeTpuu nonyvyanu 6/7 (85,7%) neten
¢ tOCCA n 2/6 (33,3%) c DOC/. XKanobbl Ha 60/1b B XUBOTE,
N3XOrY, OTPbIXKKY, TOWHOTY Npeabasnanm 10 na 13 geten co
CKJiepofepmuen, owylleHne KoMKa B ropie — 12/13.

OCHOBHbIE pe3ynbTaTbl UCC/IeJOBaHUA

Mo paHHbiM 3IAC M3MEHEHWA CAU3UCTOM 0600YKM
BEPXHWX OTAEN0B NULLEBAPUTENIbHOIO TPaKTa C NpU3HaKamm
BOCNaneHns nuuesoga BbiaBneHbl y 12/13 (92,3%) 60nb-
HbIX: Y Bcex naumeHToB ¢ OCCA (7/7; 100%) ny 5/6 (83,3%)
¢ FOOC/[,. HapyweHnsa MOTOpHOM GYHKLUMK BEPXHUX OTAEN0B
NULWEBAPUTENIBHOIO TPaKTa B BMAE HEAOCTAaTOYHOCTM Kap-
ann otMedeHbl y 11/13 (84,6%): y 6/7 (85,7%) nauneHToB
c OCCA n 5/6 (83,3%) c OOCA.

MonyyeHHble AaHHble MaHOWMMEAAHCOMETPUM Mpoae-
MOHCTPMPOBASIM CHUMKEHME aMMANUTYbl COKPALLEHUI B AWC-
TanbHOM oTaene nuuweBoga 6onee 4yem Ha 30% «BRaKHbIx»
rnotkoBy 3/13 (23,1%) neten. Y AaHHbIX NaUMEHTOB BbiiBNiE-
Hbl MepUcTanbTUYECKME BOMHbI B AMCTaNbHOM OTAENE NuLle-
BoAa amnautygon <30 MM PT.CT.; OTMeYanacb HenpoBeaeH-
Has nepucTanbTUKa, NPU KOTOPOKM NepucTanbTMyecKas BoHa
He npeojoneBana BCIO AJ/IMHY NuWEeBOAa (pUc. 2), @ Y OAHOro
M3 3TWX NaLMEHTOB BbIBIEHO OAHOBPEMEHHOE COKpalleHne
¢ amnautygon <30 MM pT.CT. Ype3amepHoe paccnabnexHve
HUHEro MUILEBOAHOIO COUHKTEPA BLISBJEHO TaKke B 3
cnyyasx u3 13 (y 1 naumnenta ¢ KOCCL ny 2 ¢ FOCOA). Ewe
y 2 nauueHTtoB ¢ KOCC/l BnepBble 6blia BbiiB/ieHa IPbl-
a MuLEeBOAHOro oTBepcTus anadparmol. MNpu atom y 6/7
(85,7%) peten rpynnbl KOCC/ BbiiBNEH pedtoKC XUAKOCTH,
y 5 (71,4%) — pedntoKc TBepaon nuuim (Kene), y 2 (28,6%) —
rasoBblv pednioKe; B rpynne FOOCA — y 5 (83,3%), 4 (66,7%)
n 2 (33,3%) cOOTBETCTBEHHO. [10BLILLEHHOE AaBNIEHUE B BEPX-
HeM nuuEeBoAHOM COUHKTepe Habnaanoch y 3 nauMeHToB
¢ FOCC, » 1 naumeHTta ¢ HOOC/[, HapylweHne nepuctanbTu-
KW — y 4 1 2, HENOMNHbIN XUOKOCTHbIM TPaH3KUT 6ontoca —y 5
1 4, HENONHbIV TPaAH3UT 60/1K0Ca UMUTaLMK TBEPAOW MUK —
y 4 1 2 neten COOTBETCTBEHHO.

OBCYXAEHMUE

Mo paHHbIM MaHoMMNeaaHCcOMETPpUn rpybble GYHKLM-
OHallbHble HapyleHUs nuuieBoda O6bin BbIBAEHbI Y 2/7
(28,6%) naLMeEHTOB C CUCTEMHOWN CKIepoaepPMUEN. YUnTbIBaS
[laHHble aHaMHe3a, MOXHO NPeAnoSIOKUTb, YTO AETHU, HAaxo-
aauecs Ha ANMTeNbHOM rOPMOHaNbHOM WM/MUAN UMMYHOCY-
NPECCMBHOM JIEYEHUU W UMEtoLMEe HeGOosblY0 AABHOCTb
3aboneBaHusl, pexxe UMeT noparkeHune nuuesoda. OgHakxo,
aHanua3unpys AaHHble, Oblna BbigBAeHa HeaddeKTUBHas
MOTOpUKa nuuieBofda y 1/6 (16,7%) pebeHKa ¢ o4aroBow
cKnepogepmuen. [laBHoCcTb 3ab60neBaHns AaHHOro ciy4vas
cocTtaBnsina 1 rof, B TE4EHWE KOTOPOro MO MECTY XKWUTENb-
CTBa MauUMEeHTy Ha3Havyanacb MMMYHOCYNpPecCcUBHasa Tepa-
nusa 6e3 NONOXKMUTENbHOIo 3ddEKTA, B CBA3U C HEM PeBEHOK
6b171 HanpasneH B HMWLL 3gopoBbs aeten ¢ uenbto o6¢cneno-
BaHWUS M KOPPEKLMK Tepanunu. UMeHHO Takue AeTH HyxaatoT-
csl B 605ee paHHen AnarHocTuke 3aboneBaHus.

MpoaHann3nMpoBaB MOJlyY4EHHblIE pe3ynbTaTbl, MOMXHO
CYAUTb O HeOCTaTOYHOM 06CnefoBaHUM AeTen C AMarHo3om
cknepoaepmumn. o gaHHbIM 3HAOCKOMUYECKOro obcneaoBa-
HUSI HEBO3MOXHO CYAMTb O MOPayKEHUW NULLEBOAA M BOBJE-
YeHWW ero B CUCTEMHbIM MpoLEecc, Tak Kak npu 3TOM He

Puc. 2. MaHomeTpusa nuLeBOAa Yy naumeHTa

C AMarHoCTUPOBaHHOM CKNepoaepMuen

Fig. 2. Oesophageal manometry in a patient with diagnosed
scleroderma: interrupted peristaltic wave, lack of pressure
in the LES

MpumedaHune. BU3yanusupytotca HenposeaeHHas
nepucTanbTMyecKas BoAHa, OTCYTCTBME AABAEHNUS B HUKHEM
MULEBOAHOM CHUHKTEPE.

Note. Interrupted peristaltic wave and lack of pressure in the lower
oesophageal sphincter are visualized

OLEHMBAIOTCH HU KOJIMYECTBEHHbIE, HU KaYeCTBEHHbIE MOKa-
3aTeNIM COBOKYMHOW MNepucTanbTUYECKOW aKTUBHOCTW, HU
[JaBfieHME B HUXKHEM CPUHKTEPE NULLEBOAA, HM TOHYC CTEHKM
opraHa, a Nofly4YeHHble AaHHble CBWAETENbCTBYIOT NUlWb 06
OC/NOXHEHMAX B pedyfbraTe HapylleHHON MOTOPUKM — BOC-
naneHum CAn3UCTOM OOONOYKKM MULLEBOAA, Pa3BUTUM 3PO-
3MBHOMO MNpoLecca, a Nno NpPUYNHE CXOXKECTU MeXay cobom
CUCTEMHbBIX M 04aroBbiX GOPM HEBO3MOXKHO CyanTb O dopme
IOBEHUIBHOW CKnepoaepMnn. Takum obpasom, aaHHble AIAC
HEe MOrYT CAYXWTb KPUTEPUEM AMArHOCTUKU HaAU4us WU
OTCYTCTBMS QYHKLMOHANbHbIX HapyweHWM nuuesoda npu
CK/epOoAepPMUM: JaHHOE nccneaoBaHue aaeT npeacTaBleHne
NnWb 06 aHaTOMUYECKOM NMOParKEHUN CIN3UCTON 060N0YKMK.

EAMHCTBEHHbIN CTATUCTUYECKM 3HAYUMbIN NPEABECTHUK
CWCTEMHOrO npoLecca Npu CKNepoAePMMUK, MO HALIUM AaH-
HbIM, SIBNSETCS MNepucTanbTMKa NUWeBoda: y BCex feTen
Cc cuctemHon ¢opmon 3aboneBaHUs OTMedvanocb Hapy-
lWeHne nepucTanbTMYECKOW aKTMBHOCTM MuleBoAa, 4To
KpaWHe peako BCTpeyaeTcs B MpaKTWKe 3HAOCKOMMCTa.
C apyrov CTOpOHbI, B HalleM MaHOUMMNeAaHCOMETPUYECKOM
nccnefoBaHnWM Y HEKOTOPLIX eTel ¢ YyCTaHOBMEHHbIM Ana-
FHO30M OBEHW/IbHOW M 04aroBOW CUCTEMHOWM CKNepoaep-
MWW BbISIBfIEHbl MOBbILEHHOE KOJMYECTBO HemnepenaHHbIX
BOJIH NepucTanbtuku (>30%), 0oAHOBpPEMEHHOE COKpaLleHne
¢ amnautygon <30 MM PT.CT. U CHMKEHHaa amMmnauTyaa
OUCTalnbHbIX BOMH nepucTtanbTMkn <30 MM pT.cT. B >30%
rMOTaHWM, YTO O3Ha4Yano HeadDEKTUBHYIO MOTOPUKY MNULLE-
BOJa U TpeboBano KoppeKumn tepanuu. etn ¢ LOCC/A, He
nmetolme MChyHKLMM NuIeBoaa, 4oaroe Bpems nonyyanu
MMMYHOCYMNPECCOopbl U HAaXoAUIUCHL B peMnccumn 3abonesa-
HUS. UMEHHO NO3TOMY TaK Ba)KHO OLEeHMBaTb GYHKLMOHAb-
HOE COCTOSIHWE NuLLeBoAa Y AeTeN B AUHAMUKE.

Mo pesynbtatam 60/bWNHCTBA UCCNEA0BaHMUK YCTAaHOB-
NIEHO, 4YTO HapyLWEHUS CO CTOPOHbLI XKEeNyAOYHO-KMLWEYHOrO
TpaKTa Ha BCEM €ro NpoTseHuun BbigenaTca y 90% geten
C IOBEHUNbHOM CUCTEMHOWN cKnepoaepmuen [9]. Y 60MbHbIX
IOBEHU/IbHOW OrpaHUYEHHONM CKIepoaepMmren ata npobnema
NpaKTUYEeCKKN He nadydanacb. OqHaAKO AaHHbIV BOMNPOC UMEET
NPUHUMNMANbHOE 3HavyeHue AN YTOYHEHWS COBCTBEHHO
BO3MOXHOCTW BOBJIEYEHUS KENYAOYHO-KULIEYHOrO TpaKTa
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B CKiepoaepmuyecknin npouecc npu KOOC, a Takxe Ans
n3yyeHus cneumduyHocT U gnddepeHuMpoBaHns BbisiB-
NEHHbIX M3MEHEHWM C MPM3HAKaMKW MOPaXKEHUS OpraHoB
nuuieBaperHns y 6onbHbix KOCCA. TeM He MeHee, OO CUX
nop He CNOXWNOCb €ANHOr0 NPeAcTaBNeHUs O CPOKax BO3-
HUKHOBEHUS, YacToTe, XapaKTepe M pacnpocTpPaHeHHOCTU
M3MEHEHUN, BbISBASEMbIX B OpraHax NuLieBapeHus; oTcyT-
cTByeT obulas ToYKa 3peHus Ha camy CYLHOCTb naToso-
FMYECKOro npouecca B Kenygo4yHO-KULWEYHOM TpaKTe npu
cKknepoaepmuu [9].

B naTonornyeckuit npouecc MoryT BOBleKaTbCsi Bce
oTAeNbl NULLEBAPUTENIbHOMO TpakTa, HO Yalle B CUY aHa-
TOMMYECKUX OCOBEHHOCTEN NOpPaxKaeTCs UMEHHO NULEBOA
[10]. U3meHeHuns 3aTparvBaloT B OCHOBHOM MbllLIEYHbIN
cnow, rae dGMbpo3HO M3MEeHEHHas CoefuHUTENbHAs TKaHb
paspacTaeTcs MeXay MblWeYHbIMK Ny4YKaMu ¢ nocnegyto-
wen gereHepaumen n atpoduen rnagkux Mbllll, MHOrga
C NOJIHbIM WX 3aMelleHnem. Beaylwmm naToreHeTu4ecKum
MEeXaHWM3MOM MOpa*KeHua nuwesoga nNpu 3aTom 3abonesa-
HUKW ABNSIETCA CHUXKEHME ero ABurateNbHon yHKUMKU. Ha
paHHUX CTaausix 3To0 0OYCNOBAEHO Ba30OMOTOPHbIMU pac-
CTPOMCTBaMU, B AanbHenwem — aTtpoduen mboiwl, [11].

BOoNbWKHCTBO UCCNeaoBaHWM, NOCBSALWEHHbIX M3YYEHUIO
KENYAOYHO-KUILEYHOro TpaKTa y 60MbHbIX CKaepoaepMu-
€W, HOCAT raBHbIM 06pa30oM onucaTeslbHbIn Xxapaktep 6e3
COMOCTaBNEHUSA 3IHAOCKOMUYECKUX U MaHOMETPUYECKMUX
AaHHbIX. OgHaKo, B HaleM UccnefoBaHUM HarnsggHo npeg-
CTaBJ/IEHO, YTO TOMIbKO 3HAOCKOMMYECKOro MeTofa o6¢cneao-
BaHWA 4N9 BbIABNIEHUSA NATONOMMK NUWEBOA HE JOCTATOY-
HO, TaK KaK 33odaroracTpogyoaeHOCKONUS He JaeT NONHOro
npeacTaBieHns O ero MOTOPUKeE.

bnarogaps O04HOBPEMEHHOW OLLEHKEe BHYTpPUMIpPOC-
BETHOrO AaBfiEHWS M KOOpPAMHALMKM MPECCOPHOM aKTWB-
HOCTM MYCKynaTypbl MuLIEBOAA MOsiBUAACb BO3MOXHOCTb
No-HOBOMY B3MsHYTb Ha nNpobnemMy WM3MEHEHHOW MOTO-
PUKM MNWWeEBOAa MPWU CKAEpoaepMuM, B HaCTHOCTM oOLe-
HUTb COKpaTUTENbHYIO OYHKLMIO BCEX OTAENOB NULEBOAA,
BbIIBUTb HapyweHuns asodaroractpajibHON KOOpAMHAaLMK,
BbIIBUTb pedtoKe, npoBectn anddepeHumanbHyto aua-
rHOCTWKY TUNa pedniokca [12]. Hanbonee HagexHbIM METO-
LOM U3yyeHusa aBuraTesibHON GyHKLMM NULLEBOAA M TOHYyCa
HWXXHEro MULLEBOAHOI0 CHUHKTEPA SABNSETCH MaHOMETPUA
C MCMNONb30BaHNEM QYHKLIMOHaNbHbIX NPO6, NO3BOASAOWANA
N3y4YnTb MOTOPHUKY MULLEBOAA W €r0 KNMPEHC NyTEM onpeje-
NeHust noKasaTenen CoOKpaTUTENbHOM CMOCOBHOCTU CTEHKHM
nuweBoda n AesTenbHOCTM ero chuMHKTepoB. B HacToswee
BpeMSl MoKasaTenu COKpalleHUs OLLEHMBAIOTCH He TOJSIbKO
BO BpeMSs MpUeMa XMUAKOCTH, HO U BO BPEMS UMUTALLUK NPU-
ema TBepaon nuwm [13]. Mpu onTMManbHOM UCMNOb30BaHMMU
GU3NYECKMX MPUHLMNOB 1 COBNOAEHMN MPUSHAHHBIX XapaK-
TepUCTUK 006opyaoBaHUa MMNegaHCOMaHoMeTpu4yeckoe
nuccnegosaHve obecneynBaeT TOYHOE OMucaHue COKpa-
WeHUA nuuweBoja Npu OBEHUIBHON CKNepoaepMUH, YTO

CMUCOK JINTEPATYPbI

1. TyceBa H.I. CuctemHas ckiepogepmusi. B KH.: PeBmartonorus:
HauuoHasabHoe pykoBogcTBo. / [Tlog pea. HacoHoBa E.JI.,
HacoHoBon B.A. — M.: T'30TAP-Meauna; 2008. — C. 447-467.
[Guseva NG. Sistemnaya sklerodermiya. In: Revmatologiya:
natsional’noe rukovodstvo. Ed by Nasonov EL, Nasonova VA.
Moscow: GEOTAR-Media; 2008. pp. 447-467. (In Russ).]

2. Zulian F. Systemic sclerosis and localized scleroderma in
childhood. Rheum Dis Clin North Am. 2008;34(1):239-255; ix. doi:
10.1016/j.rdc.2007.11.004.

3. [oBxaHckun C.I. Cknepogepmns. — CapatoB: M3a-Bo Capar.
yH-Ta; 1979. — 197 c. [Dovzhanskij SP. Sklerodermiya. Saratov: |zd-
vo Sarat. un-ta; 1979. 197 p. (In Russ).]

B JaJibHEeNLEeM No3BOJIUT 6osee 6bICTPO U TOYHO Ha3HaYnUTb
naunueHTy COOTBETCTBYIOLLYIO TEpPanuto.

3AK/TIOYEHUE

[eTaM C I0BEHUNbHOM CKepoaepMuen Lenecoobpas-
HO o6cneaoBaHMe Xenyao4yHO-KULIEYHOro TpaKTa B Lensax
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