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AnHoTamusi. B cratee mpeacTaBieH KIWHWYECKUN ciydail Oone3nu Kpowna,
pa3BUBIICHCS y peOeHKa C CHHAPOMOM KOPOTKOW KHIIKH TOCJE XHUPYPrHYECKOM
KOPPEKIIMN HEHPOMHTECTUHAIBLHON aHCIUTa3ud. PeOEHOK ¢ pOXKIAEHHS CTpajal
TSOKETBIM ~ BPOXKJECHHBIM  3200JIEBaHHEM — HEHPOWHTECTUHAIBHOM IHUCIUIA3HeH
KHIICYHUKA, IICPCHCC HCCKOJBKO OIICPATHUBHLIX BMCHIATCILCTB Ha KHIICYHHUKE C
(dbopMHpPOBaHUEM CHUHJIpOMA KOPOTKON KuIIKU. [Ipu 3TOM mpou3omio pa3BUTHE
TSKEJION HYTPUTUBHOW HENOCTATOYHOCTH.

Annotation. The article presents a clinical case of Crohn's disease, which
developed in a child with short bowel syndrome after surgical correction of
neurointestinal dysplasia. From birth, the child suffered from a serious congenital
disease - neurointestinal dysplasia of the intestine, underwent several surgical
interventions on the intestine with the formation of short bowel syndrome. At the same
time, the development of severe nutritional deficiency occurred.

KiarwueBble cj0Ba: CUHIPOM KOPOTKOW KHIIKH, HEUPOUHTECTHUHAIBHAS
nucriasus, 6one3nb KpoHa, netu
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BBenenue

Cunnmpom kopotkoit kumku (CKK) — marosnorus, Bo3HUKaromasi mocie
OOILIMPHON PEe3eKINH KUIICUHNKA, XapaKTEPU3YIOIIascs BbIMaJeHUEeM ero QyHKIIHii, B
TOM  4YHCJ€, HECIOCOOHOCTBbIO  TOMJEPKHUBATh  OEJIKOBO-DHEPreTHUYECKUH,
KUJAKOCTHBINA, 3JCKTPOJUTHBIN, MHKPOIJIEMEHTHBIM OanaHchl [2]. Y manueHToB ¢
OCTAaTOYHOM KyJIbTEH KHUIIEYHHKAa MeHee 75-90 cM W HU3KOM ajanTalMOHHOU
CIIOCOOHOCTBIO  KHIIIKM  Pa3BUBAETCA HYTPUTHBHAs  HEIOCTATOYHOCTh, YTO
0o0yCIIOBIMBAeT  HEOOXOAUMOCTb  MPOBEICHUS  MapeHTEPaTbHO-dHTEPATHHON
Koppekiuu nuieBoro craryca [1]. Jleransnocts npu CKK Bapsupyer ot 11 10 37,5%.
OCHOBHOW MPUYMHON JIETATBHBIX HCXOJOB HE3aBHUCHUMO OT JICYCOHOW TaKTHUKU
saBisitoTcss nH(eknmonHsie ocnoxkuenus [3]. Ilporrno3 mpum CKK ompenenstorcs
MIPOLIECCAMH WHTECTUHAJIBHON ajanTaluy, JIMTEIBHOCTh KOTOPOM BapbUPYET OT
I roma o 4 ner. HTECTUHANIBHAS aanTalUsl ONPENEIIAETCS BO3PACTOM NAlUEHTA U
COMYTCTBYIOIIMMHU TIOPOKaMH DPa3BUTHUSI WM 3a00J€BaHUSMU JAPYTHMX CHUCTEM U
OpraHoB, KOTOpbIE YCYTryOJsitoT TskecTh coctosiHug OonbHbBIX ¢ CKK, moBsimaror
PHUCK OCJIOKHEHMU U JIETaJbHBIX UCXOJI0B [4, 5, 6].

Leab ucciienoBaHus — NPEJICTaBUTh KIMHUYECKUN ciydail 6one3nu Kpona,
pa3BUBIICHCS y peOeHKa C CHUHAPOMOM KOPOTKOW KHUIIKH TOCJIE€ XHUPYPrHYECKOM
KOPPEKIIMN HEHMPOUHTECTUHAIIBHOW TUCILIA3UU.

MarepuaJibl M METOAbI HCCJIEIOBAHUS

PeOeHOoK ¢ BpOXKIEHHBIM IOPOKOM Pa3BUTHSI KUIIICUHUKA, CHHAPOMOM KOPOTKOH
KUIIKY U 00s1e3Hbt0 KpoHa.

Pe3yabTarsl Hccjie10BaHUS U UX 00CYKAeHNE

Manbunk, 4 rTOoma 7 MecCsSUEeB, HAXOAWICS B TacCTPOIHTEPOJIOTHYECKOM
otnenenun MAY JII'Kb Ne 9 B mae 2018 ropa.

Anamnesis vitae: akyIiiepckuii aHaMHE3 OTATOIICH: MMAlUEHT POIUICST OT 12-i
O0epeMeHHOCTH, 3-X po/I0B. bepeMeHHOCTh MpoTeKaaa HeOIaronpusTHO: B 16 Henmemnb -
BCJl, anneprudeckuii puHUT, B 28 HEJEIb - KaHAUJI03HBIM KOJbIUT, B 30 Henmenb -
anemus | crenenu, B 38 Henens - OIIH, nedpponatus. ¥ marepu Rh «-» kpoBb 6e3
TATpa aHTtuTeN. Ponbl cpounble, Macca npu poxaeHuu — 3990 r, anuHa — 54 cM.
PeGenok nepeHec MHTpaHATaIbHYIO TUIIOKCUIO CPETHEN CTETIEHH TSDKECTH, OIICHKA TI0
mkane Anrap 6/8 6amnos. OTMeuanach natojorudeckas yosuts maccol Tena — 10,1%.
B poamome mosydanm METOKJIONpPaMUJ M  aHTUOAKTEPHAIbHYIO  TEpanuio
MapeHTepaJbHO B TeueHne 3-x nuer. Bakuunuposan bLDK Ha 7-e cyTku. Beinucan u3
ponaoma Ha 7-€ CyTKM C AuarHo3oM: CHHIPOM JIUCKMHE3UHM KUIIEYHHKA.
Konbrorannonnas xenrtyxa. TpansuropHas mnoreps Maccel. Ha  rpyaHom
BCKapMIJIMBaHUM HaxoAwics 110 1,5 mecsies.

Anamnesis morbi: ¢ poxaeHuss peOCHOK NEPUOJUUECKU CPBITHBAJ, YACTO
O0TMEYAJIOCh B3/IyTUE KUBOTA, CKIOHHOCTbh K 33JIEPKKE CTyJIa 10 3-X JHEH.

Ha 23-u cytku 0b11 rocniutanu3upoBan B nHeknuonnoe otaenenue JJI'Kb Ne
11 ¢ quarHo3oM: SHTEPOKOJUT, CPeAHETsDKeNas Gopma, HEYyTOYHEHHOW ATHOJIOTHUH.
bonesnp I'mpmmnpynra? HeonaransHas koHbroraunonHas xenryxa. M3 JIIKBb Ne 11
osi1 mepeBeaeH B OJIKb, rme Obuto mpoBeneHo oOcienoBaHuEe, B TOM YHCIE,
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MO3Ta)KHAsA OMOTCUSI TOHKOM M TOJICTOW KHIIKH, OTIEPATUBHOE JieueHHUe (HaJOKEeHUE
JBOMHOW WJIEOCTOMBI). BpIlucan ¢ juarHo3oM: BpoXneHHBIH TOPOK pa3BUTHS
KEITYTOYHO-KUILIEYHOTO TpaKTa: HEWPOMHTECTUHAJIbHAS JUCIUIA3Hsl KHILICYHUKA.
CunzipoM HapylIeHHUs] MUKPOOUOTHI KUIIIEUHUKA. AHEMHUS JIETKOW CTEIEHHU.

Jlanee peOeHOK exeMecsayHO HaOJIOMaNCs YYACTKOBBIM TNEAMATPOM, 10 9
MECSIIeB HEeIIoXo NpuObIBajd B macce W JuHe Tena. Haxomuncs ¢ 1,5 MmecsieB Ha
CMEIIIaHHOM BCKapMJIMBAHUHU, C 4-X MECAIIEB — HA UCKYCCTBEHHOM. MOJIOUHbBIE CMECH
MEHSITHCh: mmociie Beimucku u3 OJIKDb — 6e3nakTo3Has cMech, 3aT€M CMECh Ha OCHOBE
JaCTUYHO ruapoiau3zoBanHoro 6enka (Hyrpunon komdopT), 3aTeM ¢usnosorndeckas
cmech (ManroTka). B BozpacTe 5 mMecsiieB HaOII01aniCh ajlIepTUYECKUE MPOSIBICHHUS,
JaHbl PEKOMEHJAlUK O HEOOXOJUMOCTH TMEPEBOJia Ha CMECh C BBICOKOW CTENEHBIO
rujponu3a Oenka, HO 3TO He ObUIo crenano. HaoGopoT, MaTh naBana peOeHKy ¢ 5
MECSIIEB pa3BeeHHOE KOpoBbe MOJI0OKO. B OAK B Bo3pacte 4-x mecA1eB 0TMEYaIoCh
cumwkenre spurpouutos (3,9x10'%/m) u remorno6una (109 r/m), B 5 Mecaues —
sputpouutoB 10 3,5x10'%/n1 m remornobmna no 98 /1, HO (epporepanus He
Ha3Hayaiach.

B 8 MecsiieB MaibuuK ObUT TOCHUTAIM3UPOBAH B XUPYPTUUYECKOE OTICICHHE
JI'Kb Ne 9 ¢ amarHo3om: 3BarvHaIus JBOWHON HMJIEOCTOMBI, BBITIOJTHEHA PE3EKIIUs
ABArMHUPOBAHHOTO Yy4YacTKa JBOWHOW wmieocToMbl (10 cM) M PEKOHCTPYKIHUS
uneoctomsbl. B 11 mecsiieB B JII'KB Ne 9 Obiia BeInoJIHEHA TaniapoOTOMMUSI, UCCEUCHUE
JIBOMHOM MJIEOCTOMBI, CPOPMHUPOBAH MEKKUILIEYHBIA KOHIIE-OOKOBON aHACTOMO3.

C 10 mecsaueB y peOeHKa OTMEUaeTcsl CTOMKOE OTCTaBaHHWE (DU3UYECKOTO U
HEPBHO-TICUXUYECKOIr0 pa3BUTHs (Tadm. 1).

Tabnuma 1
[Tokazarenu pu3znyueckoro pa3BuTUs pedeHKa C CUHAPOMOM KOPOTKOM KHUIITKH
Bospact
2 3 4 5 6 7 9 12 3 4,5
MeC. | MeC. | MeC. | MeC. | MeC. | MeC. | MeC. | Mec. | roja | roja
Poct 58 59 63 64 65 67 71 72 1905 | 97

Macca 5096 | 5550 | 6320 | 6570 | 7400 | 8350 | 8790 - 12 | 115
Telna r r r r r r r KT
Hedurut - - 6,9 6,7 - - - - 7,0 21
Macchl, %

Ha BTOpOM M TpeTheM rojax >XKU3HM y peOeHKa OTMedaauch XajloObl Ha
METEOpHU3M, OECTIOKOICTBO, OTCYTCTBHE CaMOCTOATEIbHOTO cTya. [lomyyan kypcamu
(dbepMeHTHBIE TIpernapaThl, MPOOUOTHUKUA. YUYACTKOBBIA MeauaTrp OTMEYasl, 4TO MaTh
peOeHKa He BCer/ia BBINOHSIIA PEKOMEH 1Al K.

Komporpamma amOynaTopHO MccienoBaHa OJHOKpPAaTHO (B 2 rona 4 mecsia),
BbIsIBJIEHA cTeaTopes (KUPHbIE KUCIOThI, MbLJIA KUPHBIX KUCIOT).

B 3 roga cdopmynupoBan auarHo3: Cunapom manbadcopOuuu. CuHIpom
KOpoTKoi kuiiku. OmnepupoBaHHasi Oone3np [wpmmpynra. B 3,5 roma peOeHky
YCTaHOBJIEHA MHBAJIUIHOCTb.
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Matp pebeHka mpenbsBisia KanoObl Ha CHUXKEHUE alllleTUTa, METEOpU3M,
Pa3KMKEHHBIN cTyl B HOUHOE BpeMsi. B mapte 2017 roaa mpoBeneHo o0cae10BaHKE B
ractposHtepoiornueckom otaeneHun JI'Kb Ne 9, BeIsiBIIeHa HENEpEeHOCHMOCTb
KOPOBBETO MOJIOKA M KYpUHOTO siiilia (MOBBIIMIEH YypoBeHb crnenuduueckux IgE),
UCKJIIOUCHA lenuakus (ypoBeHb aHTUIIMaAUHOBBIX aHTHTEN IgA u I1gG B HOpMme),
UCKJIIOUEHA JIAKTa3Hask HEJJOCTATOYHOCTh (Harpy304Hasi mpobda ¢ JIaKT030i B HOpME),
(buOPOKOIOHOCKOIUS U UppUTOTpadHs YCTAHOBUIN HATMYME METaKOJIOHA. Y YUThIBAs
COXpaHsIOIIKecs kao0bl Ha HeperyJsipHbIi cTyn B ceHTs0pe 2017 roga npoBeneHa
TOTaJIbHAS! KOJISKTOMUS, HAJ0’KEH UIEOPEKTOAHACTOMO3 «KOHEL B KOHEI», B BBIITUCKE
U3 CTalyMoHapa OBUIM JaHbl PEKOMEHJAIMHM O HEOOXOAUMOCTH MOCTOSITHHOTO
MIPUMEHEHUS MTOIYJIEMEHTHBIX CMECEN, HO PEKOMEHJAIMU HE BBINOJIHSIIUCH.

28.04.2018 roga MaTh ¢ peOEHKOM OOpaTUIINCh HAa TPUEM K TaCTPOIHTEPOIIOTY
JI'b Ne 8 ¢ xamobamu Ha MOBBIINICHHE TEMIEpaTypbl Tena A0 cyOheOpuiibHON U
¢bebpunbHOl MO Beuepam B TeueHue 10 gHel, mMaTh peOeHKa 3a MEAULMHCKON
MOMOIIIBIO HE o0paianack u aaBana uoynpodeH. PeGenok ObuT rocuTaiIn3upoBaH B
JI'b No 8, oTKyna B TSDKEJIOM COCTOSIHUM TEPEBEACH B TaCTPOIHTEPOJIOTHUECKOE
ornenenue JAI'Kb No 9. TsokecTh coctosiHus Oblia OOYCJIOBIIEHA CHHIIPOMOM
CUCTEMHOI'0 BOCHaJIeHUs (JIeHKoIMTO3, noseiieHne COD, caBUr JEWKOLMTApHOU
(dbopmyIibl BJIEBO), OEITKOBO-IHEPreTUUYECKOM HEAOCTATOYHOCTHIO (I€(PUIIUT MAaCChI
tena 21%, runonpoTemHeMHUs, THINOATbOYMHHEMHUS), aHEMUEU TSHKEIIONH CTENeHH
(remoroOuH 66 1/11), OTMEYAJICS BEIPAKEHHBIA METEOPU3M, Pa3KI>KEHHBIA OOUIbHBIN
cTya 10 4-5 pa3 B cytku. Kpome 3toro, nMmenace 3aaepxka pocta Ha 6,6 cMm (poct 97
CM, 3HAYEHHWE HM3KOE). YCTAHOBJEH MOJKIIOYUYHBIN KaTeTep, MNPOBOIUIOCH
yacTU4YHOe napeHTepanpbHoe nutanue (KaOuseH, anbOyMuH, BeHO(eEp, TIIOKO30-
COJIEBBIE  pPACTBOPBI), C 3aMECTUTENBHOW LEIbI0 MPOBEIECHA TpaHCPy3us
OSPUTPOIUTAPHON Macchl, aHTHOakTepuanbHas Tepanus (BankomwuiuH). [locre
CTaOMJIM3alMM COCTOSTHUSI IPOBEJIEHO 3HJIOCKOMMYECKOE HCCIEOBAaHUE TOHKOM
KHUIIKHA, OOHApY>KEHbl MHOXXECTBEHHBIE S3BEHHBbIE J€(EKTbl, YTO [O3BOJIMJIO
chopmynupoBaTh ~ nuarHo3  bome3nr  KpoHa  TOHKOM — KHMIIKH,  Hadvata
TIIFOKOKOPTUKOCTEpOUAHAsT Tepanusi (Meturnpen | MI/KT 1O MPEAHU30JIOHY),
Mecanas3uH. Uepes 1Be HelleaH COCTOSIHUE peOeHKa CTaOUIN3UPOBATIOCH, MAJTBYMK CTall
AKTUBHBIM, Hayajl XOAWThb, YJIYUYIIWICS anleTUT U CaMOYYBCTBHE, YMEHbBIIUJICS
METEOpH3M, YMEHbIIUIACh KPATHOCTh U 00bEM CTyJia, MpuOaBKa B Bece COCTaBUIA
2300 r. B naGopaTopHbIX TOKa3zaTensix KyNHpOBaHAa TUIIONPOTEUHEMHS,
rUN0AIbOYyMUHEMUS, HOPMAIM30BaJIOCh a0COTIOTHOE KOJMYECTBO JeikouuToB, COD
u CPIL

Kamammnes: yepe3 3 nHs moclie BBINMCKU U3 CTAallMOHApa COCTOSIHUE peOeHKa
YXYJIIUAIOCH: TTOSIBUJIACh C1a00CTh, 00JIM B *KUBOTE, ydalleHue cryia 1o 10 pas, 2-x
KpaTHasi pBOTa, peOCHOK YCHYJI, yepe3 3 daca pOAUTEIN 3aMETHJIM MOBEPXHOCTHOE
qyacToe JIbIXaHue, MOCMHEHHE KOHEUHOCTEH, BO BpeMs JOPOTH B CTAllMOHAP PEOCHOK
yMmep. Ilatonoro-anatToMuueckui AMarao3: XpoOHUYECKUN SHTEPUT, IIPOKTUT B CTAAUU
000CTpEHHsI ¢ HAJIMYHUEM OCTPhIX M MOAOCTpbiX s3B. DoH: HelipoutHrecTnHambHas
nucrasus Kuiku. Merakosiaod. Cunapom kopotkoit kutku (2014 roa — pesekmust 10
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CM noAB310HON KukH; 2017 rox — ToTanbHas KOJIIKTOMHS, UIIEOPEKTOAHACTOMO3
«KOHeI] B KoHeI). O01ue ocnoxkHeHus: [ umoBoieMru4ecKuil oK: Oelible CBEPTKU U
Majo€ KOJIMYECTBO JKUJKOM KpPOBH B TOJOCTSAX CEpPALA; BHYTPUCOCYIUCTHIN
JEUKOIIMTO3, KpacHble TpOMObBI B cOCyJaX MHUKPOLMPKYJISATOPHOTO pPycia;
pacnpocTpaHEHHBIE aTeNeKTa3bl, o4aru 3M(U3EMbl, 04aroBblil aJIbBEOJIIPHBIN OTEK
JIETKUX; «IIIOKOBash IMOYKa, OTEK TOJOBHOTO Mo3ra. benkoBo-kupoBas nuctpodus
renatouuToB. ToTanbHAs JETUIOWIU3AIMS U JUalele3Hble KPOBOMBJIMSHUSA B
MO3TOBOM CJIO€ THIOIUIA3UPOBAHHBIX HAJAMOYEHYHUKOB. McToleHue (TomuHa
MOJIKOXHO-KHPOBOTO CJIOSl HA ypoBHE Tpynu — 0,5 cM, Ha epeaHeil OpIOLTHON CTEHKE
— 1 cm). Anemus (remorno0un 66%). CybGaTpodudeckas SJHTEPOKOIONATHSI.

BriBoabI

PeGeHnok ¢ poxaeHWs CTpagail TSOKEIbIM BPOXICHHBIM 3a00J€BaHUEM —
HEWPOMHTECTUHAIIBHOW AUCIIA3UEN KUIIEYHUKA, IEPEHEC HECKOJIBKO OMEPATHUBHBIX
BMEIIIATEILCTB HA KUIICYHUKE C POPMUPOBAHUEM CHUHAPOMA KOPOTKOM Kuiiku. [1pu
ATOM MPOU3OILIO PAa3BUTHE TSHKEIOW HYTPUTHBHOM HEAOCTATOYHOCTU BCIIEICTBHE
HapyIIEHUs CIIOCOOHOCTH TMOJACPKUBATh BOJHBIM U AJIEKTPOJUTHBIA TOMEOCTa3.
OCHOBHBIMM TIATOT€HETUYECKUMU 3BEHBSIMU SIBISIFOTCS: 3HAYUTEIBHOE IOBBIIICHHUE
CEeKpELMU COJIEM W BOJbl; CHUYKEHHE BCACHIBAHHS MAaKPOHYTPUEHTOB, MOTEPH
OMBAJICHTHBIX KATUOHOB (KaJblIMsl, MarHUs, IIUHKA, CEJICHA); HAPYIIICHNE BCAChIBAHUS
BuTamuHa B12, oOpazoBanust ButaMuHa K, CHukeHHEe BCachIBaHUSI KEITYHBIX COJIEH,
MOBBIIIIEHUE CEKPEIMM U CHU)XKECHUE BCACBIBAHUS JIUMHIOB, CHUKEHUE BCACHIBAHUS
KUPOPACTBOPUMBIX BUTAMUHOB, CHI)KEHHUE OaKTepHaibHOU (hepMEHTAIMU YTIIEBOIOB.
VYceyryouna cutyaruto manudecranus si3BeHHOro uienta (6osnesnu Kpona). Pebenox
HaxOJWICS B MEPUOJIC CYOKOMIICHCAIIMU CHUHAPOMA KOPOTKOM KUIIKH (8 MeCSIEeB C
MOMEHTa TOTAJIbHOW KOJIPKTOMHH). B JaHHOM ciydae HeNb3s HUCKIIOUWUTh TCUCHHE
OCTpOil KkuIIeuyHON WH(peKkn Ha (oHEe BPOKIACHHONW NATOJOTUM KHUIICYHUKA,
CUHpOMa KOPOTKOM KHUIIKH, 6071e3H1 KpoHa u HyTpUTHBHON HEJOCTATOYHOCTH.
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AHHoTaums. B crarhbe npecTaBiIeHo ONMMCaHUe KITMHUYECKOTO ciryJas aedekra
MmexrnpencepaHon neperoponaku (JAMIIII) y pebenka 14 net ¢ cunagpomom Hynan,
MIPOTEKAIOIIETO C BBICOKOW JIETOYHOW TrunepreH3uer. OnucaHbl HEOJHOKPATHBIE
peunaBbl HEAOCTATOYHOCTH KpOBOO6paH_[€HI/I$I, CIIOXKHOCTH MCEAUKAMEHTO3HOTO
JICUCHU .

Annotation. The article describes a clinical case of atrial septal defect in a 14-
year-old child with Noonan syndrome with high pulmonary hypertension. Repeated
relapses of circulatory insufficiency, the complexity of drug treatment are described.

KuarwueBsle cioBa: cunpom HyHan, gedext MexnpeacepIHoN Neperopoiku,
BBICOKaAA JICTOYHAA THIICPTCH3UA.
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