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JEYEHUSA TOTAJIBHOM ®OPMbI BOJIE3HU I'MPINIIPYHTA C OBIIIUPHOM
PESEKIIMEU TOJICTOU KUIIIKN

Paynos @.C.,
Byxapckuii rocynapcTBeHHbI MEIUIIMHCKUN MHCTUTYT UMeHU A0y Anmu noH CuHo.

¥ Pesome

Onucan cayuaii aevenus pebenka ¢ momanvnoi gopmoii 6oae3nu Tupunpynea. Kiunuuecxkue npusnaxu
3a004€6aHUA HAYAAUCH NPOAGAAMBCA C 3ANOPOM, 6 NEPuUod Hoeopoxcoennocmu. Boawvnoli wacmo obpawaicsa 6
demckue aevebnbIe Y4PeHcOeHUs, NPOONEPUPOBAH HECKOAbKO PA3, MOALKO 6 6-MeCAUHOM 603pacme UHMIPAONEPAUUOHHO
635M0 OUONCUOHHBLI Mamepuas u3 CMEHKU MoACNO020 KUWEYHUKA U 3a604e6aHUsl NOOMEEPHCOCHO 2UCMOA02UMeCKUM
Memodom.

Karoueevie caosa: azameauos, 6oaesnv I'mpwnpynea, pesekuus Kumeunuxa.

CLINICAL CASE OF TREATMENT TOTAL FORM OF HIRSCHSPRUNG DISEASE
Raupov F.S.,
Bukhara State Medical institute named after Abu Ali ibn Sina.

Y Resume

The case report of treatment of a child with a total form of Hirschsprung‘s disease is described. Clinical signs of
the disease began to manifest with constipation during the neonatal period. The patient often went to children's
hospitals, was operated on several times, only at 6 months of age biopsy material was taken intraoperatively from the
wall of the large intestine and the disease was confirmed by histological method.

Key words: agangliosis, Hirschsprung‘s disease, intestinal resection.

I'MPHIITPYHI' KACAJIZIUTY TOTAJI IIAKJIINMHUA TABOJIAIIJIA MYFOH UYAK
KEHTI' KYJJAMJIN PE3EKIIUACHU

Paynos @.C.,
A0y Anu n6H CuHo Homumaru Byxopo maBiat THOGOUET MHCTUTYTHU.

v Pesiome

Tupwnpyne xacasaueu momaa waxauea 4aiuHzan OGemMoOpHUHZ camapaiu 0A60AAH2AHAUU EPUMUAZAH.
Kacarauxknune xaunux 6Oeacusapu uwaxkaroxaux oaspudan 6owaab mes3-me3 uv Komuwu O6uian HAmMoén Oyaa
6ownazan. Bemop oma-onacu wugpoxonasapea xkyn mapomaba mypoxcaam kKuaiuwiean, 6up neua Gop onepamue
daeoaanzan. bemop 6-oiirucuda nasbamoazu onepauus eaxmuoa UyFOH u4ax 0egopudan Ouoncus 0AuHuUb, KACAAAUK

CUCMOA02UK macaumaueau.

Kaaum cyzaap: acaneauos, I'upwnpyne rxacaaaueu, uuax pe3eKuyusacu.

AKTyanbHOCTH

bone3np ['upuinpyHra siBisieTcsl JOCTATOYHO pacipo-
CTpaHEHHOW aHOMaUEN Pa3BUTHS KUIIIEYHOU TpyOku. Ya-
CTOTa BO3HWKHOBeHUs Oosie3Hu [wupiumnpyHra, mo maH-
HBIM Pa3JUYHBIX aBTOPOB Ha IMPOTSKEHUU HECKOIbKUX
necatuietnit koaeosuercs ot 1:50000 no 1:2000 k o61ie-
My YMCJIy HOBOpOXIeHHBbIX [1,5,8,10]. YacTora 3ab6oseBa-
HUSI UMEET TeHACHIIMIO K YBEJWYEHUIO B CBSI3U C YJIyY-
LIEHVEeM BBIXMBAeMOCTH B HeoHaTajibHOM miepuone. Cy-
1IECTBYEeT pa3HUIA B YacCTOTE pas3JMYHBIX GopMm 3abose-
BaHUSI B 3aBUCUMOCTU OT TPOTSDKEHHOCTU 30HBI araHr-
mmo3a. Ciayyaum ¢ KOPOTKUM CerMEHTOM BCTPEYalOTCsI TO-
pa3mo yaimie M coctaBisioT 10 80% OT obliero yucna.
OctanbHble 20% HaGMIOOEHUI TIPUXOASTCS Ha MalueH-
TOB, Y KOTOPBIX JJMHA araHTJIMOHApHOTO CerMeHTa pac-
roJjiaraeTcst MpOKCUMaabHO TipsiMoit kuiuku [1,2,6]. To-
TagbHas dopMma 6ose3Hu [wplimpyHra BcTpevaercsl OT-
HOCHUTEJIBHO PEIKO, BIepBble OHA ObLia omucaHa B 1926
T., a MaToreHe3 U MPUHAIIeXXHOCTh €€ K FraHTJIMOHAPHbIM
3a00JieBaHUSIM ObLIM J0oKa3aHbl B 1948 r. aMepuKaHCKUMU
BpayaMu 3yjbliepoM U Bunbconom [2,6,8,9,11,12].

N

B HacTosiiiee BpeMsl TaKTHKa BEIEHUST HOBOPOXIEH-
HBIX C TIOJO3PEHUWEM Ha TOTAJIbHBIA araHIINO3 SIBJISIETCS
YHUDUIMPOBAHHOMW B KPYMHBIX MEIUIMHCKUX IIEHTpaXx.
Bmecte ¢ Tem OosbLIOE KOJMYECTBO NETEH IMOCTYIMAIOT B
Oosiee crapiiemM BO3pacTe, HE MMes MPEeaBaAPUTEIbHOTO
nrarHo3a. B G0JbIIMHCTBE CilyyaeB MEPBOHAYAIbHbBIE KITU-
HUYECKUE MPOSIBIEHUSI MPAKTUUECKU Y BCEX OOJBHBIX
MPOSIBJISIIOTCSI KAPTUHOW OCTPOU KUIIEYHOW HEMPOXOIU-
MOCTH B Tlepuojie HOBOpoxkaeHHocTH [2,5,11,12]. ITpu atom
TaKTUKY XUPYPTUUECKOTO JIEYEHUSI BO MHOTOM OTIpese-
JIJI0T C YYETOM KIMHUYECKOUW CUTyalluud, U 3aBUCUT OT
KOMIIETEHIIMA MEIUIMHCKOro nepcoHana. [lepBuuHas
orepanuyr B epuojic HOBOPOXKACHHOCTU Y BCeX OOJbHBIX
OBIBAIOT MOYTU OJWHAKOBBIM - HAJIOXEHWE WJIEOCTOMBI,
uiu GopMHUPOBAHUE UIEOCIOHOPEKTOAHACTOMO3a Ha YPOB-
He TIepeXOJHON CKIanKu OplolmuHbl 1Mo PeGeitHy, wunu
OpIOIIHO-MTPOMEXHOCTHasA mpoKToractuka no Coage.
OTAUYUTEbHBIMU YepTaMU OOJIBHBIX NIeTel SIBJISIINCH
HaJquyve XUPypTUYECKOro aHaMHe3a U OCIIOXHEHUN 0 U
rocJieonepalMoHHOM Tiepuoe Xu3nu [2,4,8,9].

[Ipu Kaxnoli MOBTOPHOU oTllepalu Ha OO0OJOYHBIE
W TIpSIMbIE KUWIIKW y JeTeli HapyllaeTcsl WHHEpBALlUU, U
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GYHKIIMM yAaJeHHOW YacTW TOJICTOW KWIIKM, HapacTaer
pyOl1I0BBIE Mpoliecchl B MajioM Tasy. [locye onepauuu qu-
cTajibHasl 4acThb TOJICTasl KUILIKA MMOTEpsieT CBOIO (hU3UO-
JIOTUYHOCTh W CTAHOBSTCSI PUTHUAHBIMU, YTO TPUBOIUTH
HapylUIeHUIO MepUCTaTbTUKN HelepXKaHMIo Kaja, naxe 6e3
MoBpeXAeHUsI COUHKTEPOB 3agHero npoxona [2,7,9,12].

B 3TOM, KOHTEKCTE BCIIOMMHAETCS MHEHUS BEJIUKO-
To XMpypra u MbICIuTeIst OMMeta. "Xupypr I10JKEH TOY-
HO 3HaTh aHATOMMUIO U TIATOJIOTUIO OPTaHOB... U TIPaBWJIb-
HO TIpelCcTaBIsATh X dpusnojgornto. OH M0KeH 00JanaTh
3HAUUTEIbHBIMM TEXHUYECKUMU HaBBIKAMU W UHTYUIM-
eif, TaK KaK B TUIACTUYECKON XUPYPrMU HET IBYX OAUHA-
KOBBIX ciy4aeB... EMy ciemyer 3HaTh, 4TO LieJIbl0 orepa-
LIUK SIBJISIETCSl HE ynajeHue, a BOCCTAHOBJIEHUE Iopa-
JKEHHBIX OpPTaHOB M TKaHEW W BO3BpallleHWe MM MO BO3-
MOXHOCTH TOTO COBEPIIEHCTBAa, KOTOPBIM MEepBOHAYAb-
Ho Hazaesun ux Topew” [5,8]. TIpy nepBUYHOI paguKaib-
HOM KOPPEKLMU MMOPOKOB Pa3BUTUSI 000MOYHON KUIIKHU Y
JeTei, 4yacTo AOMycKaeTcs TeXHUYecKue OLIMOKU, CBs-
3aHHON HEOOOCHOBAHHOM IMOKAa3aHUM K IIUPOKOMY pe-
3€KIWI0 TOJICTON KUILKU: MPU PEBU3UM HEOOLIEHKA aHO-
MaJIbHBIX BETBJIEHUS apKagHbIX ME3EHTePaJIbHBIX COCY-
JIOB, 3HAYMTEJIbHOE TMepeceYeHUs] MarucCTpaJbHbIX ME3€H-
TepaJbHBIX COCYIOB, CIMIIKOM HATSDKEHUS! WU Tlepepa-
CTSDKEHUsI OpbIKEEYHBIX COCYIOB, BHEC(UHKTEPHOE WJIU
yepe3 BHOBb CO3JJaHHOM Y3KUIi X0 nuacdparMbl Ta3a, HU3-
BEJIEHUsI TUCTAJbHOMN YacTH TOJCTOM KWIIKKU. OHUM 4acTo
B paHHEM I10CJIeOINepallMOHHOM TIepuojie NMPUBOAST K
HapylIeHUI0 KPOBOOOpalleHUsl CTEHKU HU3BEICHHOU
KUIIIKY, YTO MPUBOAMT K HEKPO3Y, PACXOXIEHWIO IIBOB
aHacTOMO3a U TOCJenyIIIUM e€ peTpakiuio. B otnaneH-
HOM TIepuofic OHW MPUBOMAST K MPOTSXKEHHOMY CTCHO3Y
3aIHETO TIPOXoJa U MpsiMoit Kuiuku [2,5,9,12].

[Tocne BBIMOJHEHUST OOUIMPHBIX PE3EKIUIA KHUIley-
HUKa y JleTeil KaueCTBO XU3HM U peabuIuTalusl Mmocie-
THUX B TOCJIEAYIOLIEM 3aTPYAHSIETCS B CBSI3U C BO3HUK-
HOBEHMEM KJIIMHUYECKOTO CHHIPOMAa, OMUCAHHOIO Kak
"CMHIPOM KOPOTKOW KWIIKHU', a TakXe IMOCIEeICTBUSIMU,
BO3HUKAIOUIMMU TIOCJIE TPOBEACHMSI TAKOTO poja orepa-
TUBHBIX BMemaTesabeTs [3,4,7,9,10]. O KIMHUYECKOM Ha-
OtoieHUM TOTaJIbHOM (hopmbl Gosie3Hu [mpiirpyHra xo-
TeJ0Ch Obl MH(OPMUPOBATD.

Onucanue cnyvas: [lon HamuM HaOOneHUEM Ha-
xonuics 6onpHoi A.D., 10/07-2010 r. poxxneHusi, obpa-
mrics 14 mapta 2020 r. B otneneHue xupyprum byxapcko-
ro 00JIaCTHOTO JAETCKOTO MHOTONPOMWIHBHOTO MEIUIIMH-
ckoro nentpa (BOJMII) (pecnmybiauka Y36ekucraH)
SIBJISTIOIIIETOCS KJIMHUWYECKOM 0a30il Kadeaphl AETCKOM
XUpyprum byxapcKoro rocynapcTBEHHOTO MEAUIIMHCKOTO
uHcrtutyta (BI'MU) ¢ xanobamu: Ha Kanmpu3HOCTb, 3aM-
KHYTOCTb, Ha MEpUOIMYECKME CXBATKOOOpa3Hbie 00U B
xuBote. M3 aHamHe3a BBISICHUJIOCH, YTO pebeHOK oT 1-
oii 6epemeHHocT U ponaoB. Pomguncsa B r. Kazans, Poc-
cuiickas Penepanust. bepeMeHHOCTh ITpoTeKkaio 6e3 oco-
OeHHOCTeil, polabl B CpPOK, 41 Hemenb, C OCIOXHEHUSI-
MM, HaOJIOJaI0Ch poaoBast c1abocTb. 3akpuyai cpasy, K
TpyIM MaTepu NpukKiaasiBasv Ha 2-cyTku. Co cjioB mare-
py, peOEHOK BBIMTMCAH M3 POAUIBHOTO JOMa Ha 7 CYTKH,
U Ha 8-CyTKM TIOCJIe POAOB, OTMEUYAJIOCh CAMOCTOSITEIIb-
HOe, OOWIbHOE OTXOXJEeHHEe KaloBbIx Macc. [locie BbI-
MUCKU y pebeHKa ObLIO YacToe pBOTAa, CAMOCTOSITEILHO-
To CTyJla He HabJI0AaJIoCh, Kaxable 2-3 qHS TOCie KIM3-
Mbl OTXOIWJIO KaJIOBBEIe KaMHHM, "oBeube". YIyullleHue
oburero cocrosiHue He ObuTO. B 4-X MecssyHOM Bo3pacTte
noctynua B JIPKB r. KazaHb, peOeHKy OKa3aHO Meau-
LIMHCKUN TIOMOIIb, TPOBEACHO KIMHUKO-JIA00paTOpHbIE

WCCIIeJOBaHMSI, TIPOBEAEHO Mppurorpadus, Ha KOTOPOM
00HApYXXEHO: CUTMOBMIHAS KUIIKA M3OTHYTas, YIJIMHE-
Ha, raycrpauus criaxeHa. Hucxoasimias Kuiuka - ymin-
HeHa, raycrTpaius criaxeHa. [IpoBeieHa jiedeHUsT ¢ U~
arHo3oM "@yHKIIMOHAIbHBIN 3anop. JoauxokonoH. donu-
xocurma. Jlucbakrepno3 kunieyHuka. [Taporpodus 1-2 cr."
Beinmrcan nomoil ¢ ynyuiienueM. Ho co cinoB poaureneii
MmocJjie BBIMMUCKU COCTOSIHME peOeHKa He YJIYyYIIUIoCh,
CaMOCTOSITEJIbHBIN CTYJI OTCYTCTBOBaJI, HabJItoAaICs pPBO-
ta. CocrossHUe pebeHKa B IMHAMUKE YXYALIWIOCh, U B 20
nexkabpst 2010 r onsith rocniutanusuposaH B JIPKbB r. Ka-
3aHb. 27.12.2010 1. c mogo3peHreM Ha "JaCTUYHYIO KUIIeY-
HYI0 HEMPOXOAMMOCTh" TPUHATO pelIeHWe O TMpOBeae-
HUEe MUarHOCTUYECKON JlTarapoCKOMUU, BO BpeMs MpOBe-
JNEeHUsT KOTOPOTO IMarHOCTUPOBAHO "abcuenupyrouiui
anmeHInKyIIpHBIA nHUIbTpar”. TIpoBeaeHO Omeparus:
"BokoBast 1arapoToMusi, ApeHMpOBaHUE abCIIeNUPYIOILETO
anMmeHINKYISIPHOTO UHMWIbTpaTa, YaCTUYHAS alMeHIdK-
ToMus". B mocieonepatuBHOM TepUoJie, U3-3a COXpaHe-
HUS KJIMHUKU KUIIeYHOW Henpoxoaumocty 31.12.2010 r.
ObLIO pelIeHO MPOBeleHNWE MOBTOPHOI omepaiuu, KOTo-
pbIii 3aKOHUYUJIOCh HAJIOXXKEHWEM HMJICOCTOMBI U OUoTcuei
CTEHKHU TOJICTOTO KMIIeYyHUuKa. B mocneornepamioHHOM
Mepuoje COCTOsIHUE OOJBHOTO OCTABaJIOCh TSIXKEIOM,
paHa 3aXWJIO BTOPUYHBIM HaTsSKeHUWeM. [Mcroimoruyec-
KMM METOIOM MONITBEPKAEH araHrjino3 CTEHKU TOJICTOTO
KUIIEYHHWKA W YCTaHOBJIEH nuarHo3: "bone3npb ['mpiumpyH-
ra, TotajabHas ¢opma”. B 26.04.2011 r. PebeHok rocrnura-
JIN3UPOBaH JUIsI paguKanabHo# onepaunu u B 03.05.2011 r.
nposeneHO omnepauust: "Mccedenne miaeocToMbl. ToTalb-
Hasl KOJDKTOMMUSI, GPIOLIHO-IMPOMEXHOCTHAST MPOKTOI-
nactuka no Mroamento-Mapruny". TlociaeonepaiiioHHbIi
Mepuo TMpPOoTeKal OTHOCUTEJNbHO TIJIANIKO, OTMEYaJINCh
SIBIECHUSI TIOCTPE3EKIMOHHOTO 3HTEepUTa, paHa 3axuja
MEePBUYHBIM HaTsSDKeHUEM. PeOGeHOK mojydana aHTHOaKTe-
pUabHY0, UH(PY3MOHHYIO, CUMIITOMATUYECKYIO TEPAITHUIO.
B ananuzax kposu: He-108r/n, Bp-4,7; Jleiik-8,2x109; c/
s1-44; tpom6-323000. BeimucaH noMOI B OTHOCHUTEILHO
YIOBJIETBOPUTEJIbBHOM COCTOSTHUE.

B nocnenyonieM nepuoje KM3HU peOGEeHOK HaXOMJI-
cs B IOMAIIHUX YCJOBUSX IO MECTY XKMTEJNbCTBAa B Pec-
nyosnuke Y36ekucraH. Co cloB Matepu peOEHOK pa3BU-
BaJICSI COOTBETCTBEHHO BO3PacTy, OCOOBIX HapylIeHWil B
TMICUXOCOMATUYECKUX TTOKa3aTesIsiX He oTMeueHo. B mocre-
JIHee BpeMsl peOeHOK CTaj Karpu3HbIM, YacTO KayJoBaji-
cs1 Ha 00U B XMBOTE, CTaJll 3aMKHYTBIM, POAMTENIN 3a-
METUJIM TIPU3HAKU HETPOU3BOJIBLHOTO OTXOXACHMS Kajio-
BBIX Macc M MHOrIa - yJanieHue cryya. [To moBomy KoTo-
poro obpaTtuiuck B KimHU4Yeckyo 6asy bI'MHU. Bo Bpems
OCMOTpa 00l1ee COCTOSIHME OTHOCUTEJIbHO YIOBJIETBO-
PUTEJIbHOE, TTONBVIKHBINA, 3aMKHYTBIN. KOXHBIE MOKPO-
Bbl YMCTOE, AbIXaHWE CAMOCTOSITEJIbHOE, XPUITOB HET.
CepneyHo cocyaucrasi cucteMa - 6e3 0COOEHHOCTEIA.

Status lokalis: 2KuBoT MSTrKmii, oTMe4yaeTcsi 6oJie3-
HEHHOCTb BOKPYT MyIKa, CUMIITOM pa3apaxeHus Opio-
IIWHBI - OTPUIIATEIbHBINA, OTMEYaeTCsl CIIEAbl MOCeone-
pPalMOHHBIX paH. AHYC COMKHYT, aHAJIbHbBIN -3aMbIKATETh-
HBII pediieKe BBI3bIBAIOTCS. BOKpYyTr aHAJIbHOTO OTBEPCTUST
OTMeYaeTcsl CJeJbl Kaja.

[TpousBeeHO KOMIUIEKC JieueOHO-AMarHOCTUYECKUX
MEPOTIPUATUIA COTJIACHO CTaHIApTaM MEAULIMHCKON CITyXK-
6b1. [IpoBenn 00630pHYIO peHTreHorpaduio, Ha KOTOpOW
OTMeYaeTCsl UMEeeTCsl YPOBEHb XUAKOCTH M HaJMYue Ya-
mwek Kioiibepa. YcranosneHo nuarHo3: "CrnaeuHast 60-
JIe3Hb, OCJIOXKHUBIIEECS KMUIIEYHON HEMpPOXOANMOCTHIO".
PebGeHok moaroromieH kK omepauuu - "Penamoparomusi,
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pEBU3UsI OPraHOB OPIOIIHOW IOJOCTU, UCCEYCHMS CIia-
€K, YCTpaHeHUsl KullleyHoil Hempoxoaumoctu”. Tlox vH-
TyOallMOHHBIM HapKO30M CHeJIaHO HUXXHEeCpeAWHHAas Jia-
MapoTOMUsl, C TEXHUYECKUMU TPYAHOCTSIMM JOULIU IO
MaJIOTo Ta3a, MEeXIy MeTIIMU KUIIEYHUKA UMEIOTCS Criaii-
KU, TI0 BO3MOXHOCTH UX pazbeauHuIu. [1pyu ocMoTpe op-
raHOB MaJIOTO Ta3a ammyJja MpsSIMON KMIIKU chopMupo-
BaHO, HajJ WM JieXaTb METJM TOHKOro KHWILeYHUKa, Ha
KOTOPBIX UMEIOTCS CMAaiiKu, U3-3a 4ero MeTId KUIIeYHU-
Ka MeCTaMHu B3IyTble WJM CIa3MUPOBAHO, HAXOMSTCS B
Xa0TUYHOM cocTosiHue. C JIETKMMU, IAASIIUMU TBUXKE-
HUSMU KHUILIEYHUK OCBOOOOMIM OT CIlaeK, MOOWIN30Ba-
qu. Tlpu aToM oOpaTWiIM MakKCMMyM BHUMaHHWE Ha TO,
yTOOBl HE 00pPA30BAIMCH JOMOJTHUTEIbHBIC W3THUOBI, Te-
peruobl win kapMaHbl. [IpoBenu TIATENbHYIO CaHALWIO
OpIOIIHOM TOJOCTU, OCTAaBWIU CTPAaXOBOUHYIO ApEHaXK-
Hyl0 TpyOKy B MaJIbIii Ta3, paHy 3allujv Harjayxo, Io-
cioiiHo. JIpeHaxHylo TpyOKy yaaluiu Ha 3-CyTKW, paHa
3aXKWJIO TIEPBUYHBIM HaTSKeHUEM. B rmoceonepalinoHHOM
MepuoJie COCTOSIHME OOJIbHOTO TIOCTETIEHHO CTaOWMJIM3U-
poBasics. HazHauuam ¢pusmotepaneBTHYeCKe POy pPbl
C YY€TOM TCUXOJOTUYECKON MOJAEPKKU MO OTHOUIEHUIO
YaCTUYHOTO HEeIepKaHWs CTyJa.

3aKkiaouyenune

Takum o0OGpa3oM, CBOEBPEMEHHO YCTAaHOBJIEHHBIN
IUAarHo3 W IpaBUJIbHAsI TaKTHKa JICYCHHS TOTAJIbHOIO
araHrJino3a B HEOHATAJIbHOM IepUOJIEe MO3BOJISIIOT CYIle-
CTBEHHO YMEHIIIUTD YMCJIO HAIIPACHBIX OIIepaTUBHEIX BMeE-
LIaTEJIbCTB Y OCJIOKHEHUIA, TEM CAMUM IIPUBOIUTH K YIyd-
IIEHUIO Ka4eCTBa XU3HU OOJIbHBIX.
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