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AHHOTAIUA

Beenenne. bonesnr [mpmmpynra (b)) — 3aboseBanue, XapakTepu3yroIeecs
IIOJIHBIM OTCYTCTBHEM T'aHITIMOHAPHBIX KJIETOK MOJACIM3UCTOIO U MEXMBIIIEYHOT'O
CIUICTEHUN Pa3IMYHOU IPOTSHKEHHOCTH B JUCTAJIBHOM 4acTU KUIIEYHUKA, B OCHOBE
KOTOPOTO JIKHUT HapylIeHHEe MUIpaluu KJIETOK HepBHOro rpedHs. Lean
HCCIEe0BAHMS - OLICHUTh COCTOSHUE MHTECTUHAIBHOIO HEPBHOI'O ammapara y IeTeu
MIaZeHdYeckoro Bo3pacta npu bI. Marepuansl u  Meroabl. OIlEHKY
MHTECTUHAJIBHOIO HEPBHOIO amliapara NpOBOAWIM B TMCTOJOTHMYECKUX Mpernaparax
KUIIIKA Ha OMOTICUHOM U OTIEpallMOHHOM MaTtepuaine y aeteit ¢ BIT B Bo3pacte 110
I ropa. OuneHuBamy COCTOSHHE HEPBHOTO ammapara  TOJICTOM  KHIIKU B 30HE
araHIyino3a M B y4acTKe, ITPOKCHMaJIbHEE 30HBI aranriano3a. OLeHKy NPOBOIUIM C
IIOMOIIBI0 CBETOBOM Mukpockonuu, MI'X wnccienoBanus Ha KaJIbpeTUHUH W
MopdomeTrpruyeckoro wuccienoBanus. Pedyabrarbl. [lokazano, 4ro cpenHuii
TUaMETp SIAEP TaHTVIMOLMUTOB B KHILKE, IPOKCUMAJIbHEE 30HbBI araHrino3a, y J1eTeH B
Bo3pacTe | Mecsl NpeBbIIaeT CPEAHUN NHAMETP sA€p TaHIVIMOLMTHI y JEeTed B
Bo3pacte 3-6 mecsueB npu bBIT u B KOHTposibHOU rpynmne. OOcyxaeHue.
Mopdonornueckue  XapakTepUCTUKM U MOp(oMeTpUyYecKhe  IoKa3aTenlu
TaHIJIMO3HBIX KJIETOK KUIIKA  BHE 30HBI araHrinosa y aereil ¢ bI' B Bo3pacte 1
MeCsI[ COXpaHsUIM TNPU3HAKU (PU3MOJIOTUYECKON He3pesocTH, a B Bo3pacte 3-6
MECSLEB 3TU IIOKA3aTEIN HE OTIMYAIUCh OT I'PYIIBI KOHTpOJIA. B 30HE aranrimosa
TOJIIIMHA HEPBHBIX CTBOJMKOB y AeTel ¢ bI' B cpennem coctaBuia 38 MkM. BbIBOABI.
IIpm BI' y nereit B Bo3pacte 1 Mecsl MHTECTHHAIBbHBIM HEPBHBIM ammapaTr B 30HE
araHrimo3a yxe MMeeT TulepTpo(UpOBAaHHbIE HEPBHBIE  CTBOJIUKH, a
MHTECTUHAJIBHBI  HEPBHBIM  anmapar NPOKCHMalbHEE  30HBI  araHIJIo3a
MOP(OJOTUUECKH COXpaHseT MpU3HaKU (u3nojgoruyeckor Hespenoct. Ilpu BI' y
neTei B Bo3pacte 3-6 MecsleB MOp(POMETPUUYECKHE MOKa3aTeIM MHTECTUHAIBHOTO
HEpPBHOI'O amnrmapara, IPOKCHUMalbHEE 30HBl AaraHrino3a, HE OTIWYaKTCA OT
MOKa3aTesed KOHTPOJIbHOW TPYIIIbI.

KirwoueBbie ciaoBa: Oone3ns [upmimpyHra, MIafeHIIbl, TOTAJIbHBIA AaraHrivos,
ouomnratsl, MOphHOMETpHS.

ASSESSMENT OF THE INTESTINAL NERVOUS APPARATUS IN
INFANTS WITH HIRSHPRUNGAU DISEASE.
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Abstract

Introduction. Hirschsprung's disease (HD) is a disease characterized by the complete
absence of ganglion cells of the submucosal and intermuscular plexuses of various
lengths in the distal part of the intestine, which is based on a violation of the
migration of neural crest cells. The aim of the study - to assess the state of the
intestinal apparatus of the intestine in infants with GD. Materials and methods. A
clinical case of severe dyspnea while taking ticagrelor 90 mg twice a day in a patient
who had a primary myocardial infarction with ST segment elevation and stenting of
the anterior interventricular artery is described. Results. The evaluation of the
intestinal nervous apparatus was carried out in histological preparations of the
intestine on biopsy and surgical material in children with HD under the age of 1 year.
The state of the nervous apparatus of the large intestine was assessed in the area of
agangliosis and in the area proximal to the area of agangliosis. The evaluation was
performed using light microscopy, immunohistochemical study for calretinin and
morphometric study. The thickness of the nerve trunks in agangliosis was 38 mkm.
Discussion. Morphological characteristics and morphometric parameters of intestinal
ganglion cells outside the area of aganglionosis in children with HD at the age of 1
month retained signs of physiological immaturity, at the age of 3-6 months these
parameters did not differ from the control group. In the area of agangliosis, the
thickness of the nerve trunks in children with HD averaged 38 um. Conclusions. By
GD in children aged 1 month, the intestinal nervous apparatus in the area of
agangliosis already has hypertrophied nerve trunks, and the intestinal nervous
apparatus proximal to the agangliosis zone morphologically retains signs of
physiological immaturity. In GD in children aged 3-6 months, the morphometric
parameters of the intestinal nervous apparatus of the intestine, proximal to the zone of
agangliosis, do not differ from those in the control group.

Keywords: Hirschsprung's disease, infants, total agangliosis, biopsy specimens,
morphometry.

BBEJAEHUE

bonesnp ['mpmmpynra (BI') — 3a0oneBaHue, xapakTepHU3YIOUIEECs MOJHBIM
OTCYTCTBHMEM T'aHTJIMOHAPHBIX KJIETOK MOJICIU3UCTOTO U MEXMBIIIEYHOTO CILIETEHHI
B JIUCTAJIBHOM YaCcTU KUIIEYHUKA, B OCHOBE KOTOPOTO JISKUT HAPYLICHUE MUTPALINU
KJIETOK HEpPBHOTO TpeOHs. B OONBIIMHCTBE CilydaeB MOpa)kaeTcs MpsiMas KHIIKa,
BCTPEYAIOTCSA CyOTOTANbHBIA W TOTANbHBIM araHrimo3. JloomepamuroHHas OICHKa
MHTECTUHAJIBLHOTO HEPBHOTO ammapara Ha OWOINCHITHOM Martepuayie (Ipu
aJIcKBaTHOCTH Marepualia) Mo3BoJisieT BepudumupoBath bIT W onTUMH3HUpPOBATH
0o0BbeM omepaTuBHOrO BMelarenbcTBa. st Mopdonoruueckoro noareepxaenust bI°
TpedyeTcsi 3a00p 2—3 OuomNCUi TPSAMON KHUILKH, NMPU ATOM MOJICIU3UCTas OCHOBA
JOJDKHA 3aHMMaTh HE MEHee '3 oT TojuuHbl OmonTarta [1]. JlMarHocTHYECKUMHU
kputepusiMu Bl ABJSIIOTCS: OTCYTCTBHE TaHTJIMOHAPHBIX KJIETOK B TMOJICIW3UCTOMN
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OCHOBE; TMNepTpo¢usi HEPBHBIX CTBOJIMKOB (B HOpME, ToNIMHA MeHee 35 mkM). Kak
M3BECTHO, Y HOBOPOKICHHBIX JE€T€W HEPBHBIM AaIapaT KHIICYHHWKA HE3PEIbIi,
MIO3TOMY OLEHKA COCTOSIHMSI WHTECTMHAJIBHOIO HEPBHOIO ammapara y Jaered
MJIaJieHYecKoro Bo3pacta npu bI' sABiseTcss akTyaldbHbIM, B TOM YHUCIE IS
onpeaeneHus] IPOKCUMAIbHON 30HbI PE3EKLIUU.

Henb wuccieqoBaHusi — OLUEHUTh COCTOSSHUE HWHTECTHHAIBHOIO HEPBHOIO
arrapara y AeTel MIaJeHYeCcKoro Bo3pacra mpu bl

MATEPHAJIBI U METO/JbI

Mopddoniornueckass BepuuKalus NOpoOBOAWIACh Ha OHoNTaTax CIM3UCTOM
TOJICTOM KMIIKY U OIIEPallMOHHOM MaTepuale y JeTeil B Bo3pacte oT 1 mecsua no 7
aet ¢ BI' u y aereli ¢ apyrumu 3a0oseBaHUsAMU KUIIEUHUKa (Tpymnma KoHTposst). [Ipu
stoM u3 13 cnydaeB BI' getu B Bo3pacte A0 1 roma cocraBuiu 9 ciydaeB (69%).
OneHKy MHTECTHHAJIBHOTO HEPBHOIO ammapara y JeTed MIIQJEHYECKOTrO BO3pacTra ¢
bI' npoBoAMIM B THCTOJOTMYECKUX MpernapaTax Ha OMONCHUWHOM M ONEPAlMOHHOM
Marepuaie (9 ciyyaeB). OLeHUBAIA COCTOSIHUE HEPBHOIO arllapaTa TOJICTOM KUIIKA
B 30HE araHriiuo3a M B Yy4YacTKe, NpPOKCHUMalbHEe 30HBI araHrino3a. OILEeHKYy
MPOBOJIMJIM C TIOMOLIBIO CBETOBOM MHKpockomuu (Mukpockon Olympus CX41 npu
yBenuueHn X100 wm  x200), HMMMYHOTHCTOXMMHYECKOTO HCCIEIOBAaHUS HA
KAJIbPETUHUH U MOP(HOMETPUYECKOT0 UCCIAEAOBAHMS C MOMOIIBIO IU(PPOBON KaMepbl
DP27, mnakera mnporpammHoro obOecneuenusi «cellSens Entry» ¢ dyHkiuen
mopdometrpun (Olympus Corporation, Anonusi) Ha 6aze 'AY3 CO "OJKB" u
['uctonornueckort naboparopun [[HWUIT YI'MVY. Cratuctuueckas o6paboTka
pE3yabTaTOB NPOBOAWIACH HA OCHOBAHUM IPHUHIIMIIOB BapUALMOHHOW CTATUCTHUKH.
JUiss KOJMYECTBEHHBIX MCCIENOBaHUN Oblla IMpOBEpeHa TUIOTE3a O TOM, 4YTO
BBIOOPKM MMEIOT Pa3IMYHOE paclpejesieHre ¢ noMolnbio kputepus Kommoroposa-
CMHpHOBa, MMOATOMY HCIIOJIB30BAJIMCh HEMAapaMETPUUECKUE KpUTEpUH. Pe3ynbTaTsl
MPE/ICTABICHBl HEMapaMETPUUECKUMH KPUTEPUSMH, DPAa3IUuUs MEXKIY TpyIHIaMH
CpaBHEHUS OLIEHUBAJIM TMpPU TOMOLIM KpuTepus MaHHAa-YUTHH;, JaHHBIE
npeacTaBieHbl kKak Menuana (Me), 25-i, 75-i kBaptuib (Q1; Q3). Paznuuus cunranu
3HaYMMbIMU ITpHU 3HaueHnu P<0,05.

PE3YJIBTATBI

Mop@donornuecku B TOACIU3UCTOM TOJICTOM KHIIKK B 30HE araHrivosa
TaHTJIMO3HbIE KJIETKM HE ONpPENeNsIuCh, B YACTHCIYy4aeB HWMEIUCh XOPOILIO
BBIPA)KCHHBIE YTOJILIEHHbBIE HEPBHBIE CTBOJIMKU. [[poKcHManbHEe 30HBI araHrivo3a B
MOJICAU3UCTON HMMENUCh HEOOJbIINEe TaHINIMM, coiepxamue or 3-4 g0 5-6
TaHTJIMO3HBIX KJIETOK. B 30HE araHrinosa TOJIIIMHA HEPBHBIX CTBOJMKOB Yy JE€TEH B
Bo3pacte 1 Mecsan u y nereit 3-6 mecsaneB ¢ bI' cocraBisina B cpeiHeM 38 MKM U
MpEBbINIAIa KOHTPOJIbHBIC 3HaueHus (25 MiMm). Pesynbratel mMopdomeTpudecKux
MOKa3aTellel, XapaKTEPU3YOIINX COCTOSIHUE NHTECTUHAIBHOTO HEPBHOI'O aIapaTa B
MPOKCUMAJIbHOM Y4YaCTKe KHILIKH Yy JIeTeld MJIaJIEHYeCKOro Bo3pacTa NpPHUBEACHBI B
Taomure 1.

Tabnuua 1
MopdomeTpruyeckre noka3aTesn, XapakTEPU3yOIIUE COCTOSHUE
WHTECTUHAIBHOTO annapara KUILIKH, MPOKCUMAaJIbHEE 30HbI araHrifo3a y AeTeu
MJIaIeHUYeCKOoro Bo3pacta npu bI' u rpynmnbl KOHTpOJs (MKM)
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pymna Jletu 1 mec. ¢ | [deru 3-8 mec.
IHoka3zaTennb KOHTPOIS bI' ¢ bI'
N=5 N=4
Cpennuii tuamerp saep 8 12 7
D (7:8) (10; 13) (6; 8,25)
MeiiccHepoBo i © p=<0.05 p =0.05
CIJieTeHne (QL; Q3)
. KonnyectBo kiteTok
(moacau3uCThIi 6 5 6
c1oi) JuameTp ranriui 36 33 60
Me (33; 57) (29,5; 36) (52; 61)
(Q1; Q3) p >0.05 p >0.05
Cpennuii fuaMeTp suep
Ay3p06axoBo TaHTJINOLIUTOB 10 10 10
CIJIeTeHHe Me (7,5; 10,5) (9;11,5) (8,5; 11,5)
(MesKM bIIIeYH bl (Q1; Q3)
cJ10i1)
KonnuecTtBo kieTok >10 >10 >10

[Ipumeuanue: * - pa3nuuus nokasareneit craTuctuuecku 3Haunumsl (P<0,05)

OBCYXKIEHUE

B Hamem wuccienoBaHuM OpoaHAIU3UpoBaHbl 13 nerckux ciydaeB ¢ BI, y
KOTOPBIX araHriimo3 ObLI MOATBEPKIEH Ha Mopdosornueckom marepuane. M3 13
ciydaeB ¢ bBI' - 9 ciywaeB coctaBuim netu B Bospacte A0 1 roma (69%), yto
COOTBETCTBYET JIaHHBIM JUTepatypsl [2]. Mopdonoruyeckyto Bepudukanuio bI' Ha
OMOICUITHOM MaTepuaje MPOBOJUIN COTIACHO METOJMYECKUM pexomeHaarusm [3].
[Ipu oTcyTcTBMM B OMONTATE TOJICTOM KHIIKH IMOJCIM3UCTON MaTepuan CUUTAICS
HeazekBaTHbIM JUIsl Bepudukanuu bI'. UI'X peakuus ¢ KaJbpeTHHMHOM moMorasia
JOCTOBEPHO OLEHWTh HAJIMYME WIM OTCYTCTBUE TaHIJIMO3HBIX KJIETOK. B
TaHTJIMO3HBIX KJIETKAX IOJOKUTENbHAS PEaKUvs Ha KAJIBPETUHUH UMENA SIEPHYIO
nokanu3anuioo. Kak W3BECTHO, y HOBOPOXKIECHHBIX JE€TE€d HEPBHBIM ammapar
KUIIEYHUKA HE3PEJNIbI, MO3TOMY OLIEHKA COCTOSHHS MHTECTUHAIBHOTO HEPBHOTO
amnmapara y nere 1o 1 roma B BO3paCTHOM aCIIEKTE SIBJISIETCS BAKHOW, B TOM YHCIIE
npu BI', korga He0O6X0MMO ONpPENeIUTh MPOKCUMAIbHYIO 30HY pe3eKiuu [4].

Kak BumHO u3 Tabmuiel 1, cpenHuid quameTp sjiep TaHTJIMOIMTOB B KHIIIKE,
MPOKCUMAaJIbHEE 30HBI AraHIIn03a, y I€Teil B Bo3pacTe 1 MecsIl MpeBbIIaeT CPEeIHUI
JIWaMeTp siACp TaHIJIMOLUMTOB Yy JAeTeid B Bo3pacte 3-6 mecsueB npu bl u B
KOHTPOJILHOM  Tpymme JieTeld  aHajJoruYyHOro  Bo3pacta.  Mopdosorudecku
TaHIJIMO3HbIE KJIETKHM Yy JeTed B Bo3pacte 1 Mecsl] COXpaHsId MpU3HAKU
(bU3HONIOrMYecKOl HE3peNIOCTH: siipa KJIETOK THMIEPXPOMHBIC, 3aHUMAIU OOJBIIYIO
4acTh KJIETOK, IUTOIUIa3Mbl B BUJE Y3KOTO 000J/iKa, YETKas siAEpHas peakius Ha
KQIBPETUHUH OTMEYajach HE BO BceX KieTkax. B Bospacre 3-6 wMecsues
TaHIJIMOLMTBL YK€ HWMEIM DJKCLHEHTPUYHOE SAPO C JUCIEPCHBIM XPOMAaTHHOM,
OOUJIbHYIO ILIMTOIIA3MYy, YETKYIO SACPHYIO pPEAaKIUI0 Ha KalbpeTUHUH. B 30He
araHrino3a TOJII[MHA HEPBHBIX CTBOJIMKOB Yy JleTel B Bo3pacte 1 mecs u 'y nerei 3-6
MecsteB ¢ bI' cocramisina B cpegHeM 38 MKM M IIPEBBINIAIA KOHTPOJIBHBIE 3HAUYCHUS
(25 Mxm).

1385



BbIBO/IbI

[Ipu bBI' y nereir B Bo3pacte | mecsll MHTECTHMHAIBHBIM HEPBHBIM anmapar B
30HE€ AaraHrjiumo3a YyX€ HMEeT TUIepTPO(PUPOBAHHBIE HEPBHBIE CTBOJUKH;
IIPOKCUMAJIbHEE 30HBI araHrjino3a MHTECTUHAJIbHBIA HEPBHBIM anmapar KAIIKH Y
JeTeii B 3TOM BO3pacTe MOP(OJOTHUYECKH COXPaHsUI MPU3HAKK (PU3UOJIOTUYECKOM
Hespenoctu. [lpu BI' y nmereit B Bo3pacte 3-6 mecsieB MophOMETpHUECKHE
[IOKA3aTeJIl MHTECTUHAJIBHOTO HEPBHOIO amnmnapara KUIIKW, IPOKCUMAaJIbHEE 30HBI
araHrino3a, He OTIIMYAIUCH OT IT0KA3aTEeNe KOHTPOIBHON IPYIIIIBI.
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