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Pestome

BeepeHne: bonesHb [vpwnpyHra - cnokHas BpOXAEHHAs matonorusi, Kkotopas TpebyeT npoBeaeHus
PEKOHCTPYKTUBHBIX ~ OMEpaTWBHbIX ~ BMELLATENbCTB.  JTO  MyMbTUreHeTudeckoe  3abonmeBaHwe,  OTHOCUTCA K
HeMpoKpuUcTOnaTUAM. 3TMONATOreHETUYECKUM (DAKTOPOM B pa3BuTiK BonesHn MMpLunpyHra SBRSeTCs HapyLeHue passuTis
9HTEpanbHOM HEPBHOW CUCTEMbI KWLIEYHMKA B Buae araHrnnosa. [lpoeedéH aHamua nuTepatypbl, OTpaxaroLien
COBPEMEHHbIe B3rnsabl Ha BonesHb MMpnpyHra y geTei, a Takke COBPEMEHHble METOLbl AUArHOCTUKA C MPUMEHEHNEM
MMMYHOTUCTOXMMWYECKOTO MCCNefoBaHns 1 neveHnst 3abonesaHusi. BHegpeHne HOBbIX METOOB 06CNenoBaHWs W
XWPYPr4eCKOro NeYeHNs No-NPexHeMy OCTAeTCS CNOXHbIM U HEOAHO3HAYHBIM.

Llenb: O630p coBpeMeHHOW nuTepaTypbl O natoreHese passuTUs 60Ne3HM MMpLUNPYHra, KIMHUYECKMX 0COBEHHOCTSX
TeYeHNs 6onesHn B Nepruoae HOBOPOXAEHHOCTU 1 O COBPEMEHHbBIX METOAAX ANarHOCTHKM.

Crpateruss noucka: [louck M aHanu3 matepuana npoBOAUNCSH B MHGOPMaLMOHHbIX Basax u B3 cantax PubMed,
Scopus, Web of Science, Journal Neonatology, Journal Pediatrics, Journal of Maternal-fetal and neonatal medicine, BMC
(biomedcentral.com). Fny6uHa nouckoBbIx paboT BKMtoYana AaHHble 3a nocnegHue 15-20 net. U3 bonee 110 nutepaTypHbIx
NCTOYHMKOB 74 Bbinn BbIBPaHbI B Ka4eCTBE aHANUTUYECKOro MaTepuana 4n1s 4aHHON cTaTby.

PesynbTtatbl: bonesHb [MpLunpyHra SIBNSIETCS CNOXHOM BPOXAEHHOW NATONOrMei KMLLEYHOM TPybku, OTHOCUTCS K
HempokpucTonaTuaM. MMeeT CrnoxHble TeHeTUYeCKMe acnekTbl, MOXET COYeTaTbCd C APYTMMW  BPOXOEHHbIMU W
XPOMOCOMHBIMW NaTONOrUAMU.

BbiBoabI: VioeHTM(DMUKALMS FAHIMIMO3HBIX KIETOK Y HOBOPOXAEHHBIX W HELOHOWEHHbBIX AETell MOXKET ObiTb CROXHOM
3apavel, NOCKOMbKY HEMpOHbl 4acTo HeauddepeHLMpoBaHbl U HecoBepLUEHHbI. [M03TOMy onpefeneHne raHrmMo3HbIX
KNETOK, OCHOBAHHOE WCKMIOUMTENbHO Ha WX BHEWHEM BWAe, He BCerga sBMSETCs npocTon 3agaden. [MpumeHeHve
VMMYHOTUCTOXMMMWM C KaNbPETUHUHOM SBASETCS BbICOKOYYBCTBUTENBHBIM M CNELMMUYECKUM ANarHOCTUYECKUM CPEACTBOM
ANS TMCTOMATONOMYECKOro UCCNefoBaHNs Npy Nojo3peHun Ha 6onesHb MpinpyHra.

Kntoyeenie cnoea: 3anop, sHmepokonum, 6onesHs [upwnpyHea, padukanbHas Xupypeus, KanbpemuHuH. RET
NPOMOOHKO2€H.

Abstract
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Introduction: Hirschsprung's disease - is a complex congenital pathology that requires reconstructive surgical
interventions. This is a multigenetic disease, refers to neurocrystopathies, an etiopathogenetic factor in the development of
Hirschsprung's disease is a violation of the development of the enteral nervous system of the intestine in the form of
agangliosis. Analyzes the literature reflecting modern views on Hirschsprung's disease in children, as well as modern
diagnostic methods using immunohistochemical research and treatment of the disease. The introduction of new methods of
examination and surgical treatment is still difficult and ambiguous.

Objective: To review the current literature on the pathogenesis of Hirschsprung's disease, clinical features of the course
of the disease in the neonatal period and modern diagnostic methods.

Search strategy: The search and analysis of material for writing articles were carried out in the information bases and
websites PubMed, Scopus, Web of Science, Journal Neonatology, Journal Pediatrics, Journal of Maternal-fetal and neonatal
medicine, BMC (biomedcentral.com). The depth of the search included data for the last 15-20 years. From more than 110
literary sources, 74 were selected as analytical material for this article.

Results: Hirschsprung's disease is a complex congenital pathology of the intestinal tube, refers to neurocrystopathies.
They have complex genetic aspects, can be combined with other congenital and chromosomal pathologies.

Conclusions: Identification of ganglion cells in newborns and premature infants can be a difficult task since neurons are
often undifferentiated and imperfect. Therefore, determining ganglion cells based solely on their appearance is not always an
easy task. The use of immunohistochemistry with calretinin is a highly sensitive and specific diagnostic tool for
histopathological examination in case of suspected Hirschsprung's disease.

Key words: constipation, enterocolitis, Hirschsprung's disease, radical surgery, calretinin. RET of the proto-oncogene.
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Kipicne: MvpinpyHr aypybl - PEKOHCTPYKTUBTI XMPYPIUANbIK eMai KaxeT eTeTiH Kypaeni Tya 6iTkeH natonorus 6onbin
Tabbinagbl. Helpokpuctonatst TOObIHA XaTaTblH MyNbTUrEHETUKaNbIK aypy. [MPWINPYHr aypybiHblH, LaMyblHAAFb
aTMoNaToreHeTUKanblK (akTop, ileKTiH aHTepanbAbl XYWKe XYWECIHIH, gaMybiHbIH araHrnuo3 TypiHae Oya3binybl.
bananapgarbl MMpLINpYHr aypybl Typanbl 3amaHayu keskapactapibl, COHOan-aK WMMYHOTUCTOXMMUANbIK 3epTTey MeH
aypyadbl emaeyai KongaHa OTbIpbin AWarHoCTUKaHbIH, 3amMaHayw 9AiCTepiH kepceTeTiH agebueTTepre Tangay xacangbl.
3epTTey MeH Xupyprusanblk emMaeymiH xaHa aA4icTepiH eHridy ani fe Kypgeni xoHe GipTekTi emec 6onbin kanyzaa.

Makcatbl: vpLInpyHr aypyblHbIH NaTOreHesi, XaHa TyFaH Ke3eHZeri aypydblH KIUHWKaNbIK epekweniktepi MeH
LVMarHoCTUKanbIK aicTepi Typanbl Kasipri o4ebueTTepre wony xacay.

Isgey ctpatermscbl: Makana xasyra apHanFaH matepuangapgpl isgectipy meH tangay PubMed, Scopus, Web of
Science, Journal Neonatology, Journal Pediatrics, Journal of Maternal-fetal and neonatal medicine, BMC
(biomedcentral.com) Beb-caitTTapga Xyprisingi. 13aey xyMbicTapbiHbIH, TepeHiri COHFbl 15-20 Xbingarsl ManiMeTTepAi
kamTbigpl. 110 — HaH acTam aebw fepekke3aepaiH, 74 — i oCbl MaKanara aHanuTUkanblKk MaTepuan peTiHge TaHganas!.

Hatuxenep: MvpLunpyHr aypybl- HEMPOKPUCTONATUSFA XaTaTblH ilWeK TYTirHIH, Kypaeni Tya GiTkeH naTonorusichl.
Kypaeni reHeTukanblk acnekTinepi 6ap, 6acka Tya GiTkeH xeHe XpOMOCOManbIK natonorusnapMeH bipre keanecyi MyMKiH.

KopbITbiHABI: KaHa TybinFaH HOpecTenep MeH Wana TybinFaH HOpecTenepae HelpoHaapabiH capanaHbaybl xoHe
XETINIMeYi, raHrMMOH XacylwanapbiH aHblKTayaa KubIHABIKTAp TyFbI3ybl MyMKiH. COHAbIKTaH raHrmuoH XacyllanapblH, Tek
onapAblH, CbIPTKbl TypiHE Kapan aHblkTay OHall MiHgeT Gonbin Tabbinmaiabl. KanbpeTUHUHMEH MMMYHOrUCTOXMMUSHBI
KonaaHy MplunpyHr aypyblHa KyAiK TyblHOaFaH Ke3fe rmcTonaTonorusrblkK 3epTTey YLWiH eTe cesiMTan XaHe epekLle
[MarHocTukanblk Kypan bonbin Tabbinags!.

Tylindi ce3dep: iw Kamy, sHmepokonum, upwnpyHe aypybl, padukandb! Xupypeus, kanbpemuHuH, RET npomo-
OHKO2EH.
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BeepeHue

bonesHb Tupwnpynra (HSCR) (BI) npepctaenset
coboii HapyleHWe pasBWUTUS  SHTeparbHOM  HEPBHOM
cuctembl  (ENS), Bbi3BaHHOe [OeGEKTHOM Murpaumen,
nponudepaunen, OuddepeHLMpoBKO 1 BbDKMBAHUEM
knetok HepeHoro rpebHs (NCC), uyto npusogut K
araHrmmMo3y B CTEHKe KuweyHuka. HepBHbIA rpebeHb
(cristaneuralis) ~ sBnsieTCA  4pe3BblYalHO  BaXKHOM
9MOpMOHANBHOA  CTPYKTYPOW, KOTOpas AaeT  Havano
pa3Ho0bpas3HOMy CNEKTPY KNETOYHbIX MOMyMALWIA, BKIOYas
T€, KOTOpble COCTaBMSAT SHTEPANbHYI0 HEPBHYIO CUCTEMY.
Mockonbky Hawbonee BaXHbIM  3TMOMATOTEHETUYECKMM
chakTopoM B passuTUM 6onesHn [uplunyHra sBRseTcs
3aboneBaHne HepBHOrO rpedHs, 3T COCTOSHWUE OTHOCKTCS
K kaTeropum Hempokpuctonatuin [76]. B pesynbrate,
MOrHOe OTCYTCTBME TaHIIWEB, B MNOPaXEHHOM oOThene
KWLLIEYHMKa, npueoauT K (hyHKLMOHANBHOM
HENPOXOAMMOCTH, KIMHWYECKN NPOSIBNSIOLLENCS nocne
poXaeHus. XoTs aTo 3aboneBaHWe Ha3BaHO B 4eCTb
[aTckoro Bpaya Xapanbga [vpLunpyHra, OnucaHHoe UM B
1886 roagy, Ha camom fAene, UMEHHO, roNNaHACKUA aHaToOM
n BotaHnk ®Ppedepuk Proiiw, Bnepsble, YNOMSHYNM 3TO
coctosiHue B 1691 rogy, kak «enormis intestini coli dilatatio»
B OT4yeTe O OonesHn 5-neTHeit aesouku [8]. YacToTa
Bonesnn MvpwnpyHra BapbupyeT ot 1:4400 go 1:7000
KUBOPOXAEHHBIX. B reHAEPHOM OTHOLLEHMM
3aboneBaemocTb  C  KopoTko  cpopmon  6onesHu
MplinpyHra, kak npasuno, coctasnset ot 3:1 go 411 B
nonb3y Myxckoro nona [4, 6, 10]. CmeLueHve no npusHaky
nona yMmeHblIaeTcs npu CybToTamnbHbIX W TOTambHbIX
copmax 3abonesaHus ¢ Co0OLLAEMbIM COOTHOLLEHMEM
MYX4MH U xeHwuH oT 1:2 go 2:1 [6, 53]. [na geten ¢
COMyTCTBYKOLLMMM ~ MOPOKaMW  pa3BuTUs  Criegyert
NMOAAEPXKMBATL MOBbLILIEHHbIA MHOEKC NOJO3PEHMS Ha
OonesHb [wplwnpyHra. Haubonee 3aMeTHbIM  paHHUM
CUMNTOMOM SIBMISIETCA  3afepXKka MepBOPOLHOrO CTyna
(MEKOHMI), 4TO NPWUBOOMT K AanbHEAEMY  KIMHWUKO-
WHCTPYMEHTANBHOMY 1 MMCTONOrMYeckoMy obcregoBaHuio,
C noaTBepxaeHueM auarHosa  [29].  HemsbexHbim
TEpaneBTMYECKUM MOLXOLOM SBMSETCS  XMpYpruyeckas
PE3eKLMs araHrnMOHaApHOro OTAeNa KULWEYHWKA, OfHaKO Y
30-50% naumeHTOB HabMKOOATCS CUMNTOMbI 3af4epKKM
cTyna nocne onepauyun [68]. Ecnu  cumntomatuka
COXpaHSIETCs, HECMOTPS Ha JleyeHue, TSKECTb CTasa
COLIEPXKMMOTO KULLIEYHMKA MOXET YXYALWMNTL COCTOSIHIE, YTO
MOXET MPUBECTM K FPO3HOMY OCIMOXHEHWUIO SHTEPOKONUTY,
accouumpoBaHHoMy ¢ GomesHbto  [wplwnpynra  [61].
OHTepoKonuT  ABNseTcs Haubormee 4acTon  MPUYMHOM
NeTanbHOro 1cxoga npu JaHHOW MaTonorMn. JHTEPOKONNT
CBA3AHHBIA ¢ BonesHblo [MpLInpyHra, Xapaktepuayetcs

TSKENOW uapeei, runepTepMuen u B3ayTnem xmeota. 1o
[aHHbIM  3apybexHoi  nuTepatypbl MMpLnpyHr-
accouMMpoBaHHbIii aHTepokonuT Habnogaetcs ot 6-60%
[0 onepauuu, u'y 25-37% B nocrneonepawoHHOM nepuoge.
CMepTHOCTb OT AaHHOW NaTonorim moxeT gocturatb 0T 1%
po 10% [17, 27, 28, 41].

Xupyprudeckoe neveHune Bl 3HauMTENbHO ynyyLIMnoch
3a nocnegHue pdecatunetus. PaseuTue  COBpPEMEHHbIX
NoaxodoB, TakMX Kak OOHO3TanHOE — TpaHcaHanbHoe
BbITArMBaHWe, obecneunno Oonee wMsrkoe pybuesaHue
nocre onepauun, obneryeHre Gonu, cokpalleHne BpeMeHm
rocnutanusaum, a Takke nydqwyo 6es30nmacHoCTb M
ahekTMBHOCTL [3]. HecMOTps Ha 3To, 3HauMTENbHAs YacTb
NaLWeHTOB CTpagaeT He TOMbKO OT COMATUYECKON CTOPOHbI
MEepCUCTUPYIOLLE CUMMTOMAaTUKM, HO W OT PasnuyHbIX
ncuxocoumanbHelX  Npobnem, CBA3aHHbIX C HEKOTOPbIMM,
COXPaHAWWMICSH MOCHE FEYEHUs, COCTOSHUAMM, TakuMM
KaK HefepxaHue kana, 3anopamu B MocreonepalyoHHOM
nepuoge, 4TO OTPULATENbHO CKasblBaeTCH Ha WX
COLManbHOM M amouoHansHoM Bnarononyyunn [58]. Ewe
OOWH BaxHbll acnekT 6GonesHn 3akmoyaeTcs B ee
npoucxoxaeHun. Kak ynommHanocs paqee, bl otHocuTes K
HelipokpucTonaTusamM, noaToMmy obcrnefoBaHMe NauMeHTa C
puarHoaom Bl gomkHO ObiTh TLiaTenbHbIM NS noucka
BO3MOXHOrO BO3HUKHOBEHUS APYrUX HapYLUEHWiA, CBA3AHHBIX
C [JedeKTHbIM pasBUTMEM HepBHOTO rpebHs, Hampumep,
MeJynnapHON  KapuMHOMbl  LUMTOBUOHOM  KEnesbl,
HelpohmbpoMaTo3a WM  MHOXECTBEHHON  SHAOKPUHHOM
Heonna3suu B Oonee crapluem Bospacte [61].

BonesHb MplINpyHra W30NMMPOBAHHO BCTpeYaeTcs
npumepHo B 70%, HO B 30% cnyyas coyeTaeTcs ¢ Apyrumu
natonorusmMu,  Hanpumep:  xpomocomHas  (12%) wu
BpoxaeHHas aHomanus (18%) [4, 30, 51]. Tpucomnsa 21
(cungpom [ayHa) siBnsieTcs Hambonee pacnpocTpaHEHHOM
accoLUMMpPOBaHHOM XPOMOCOMHOW aHomanueit [4, 11]. B
npoBefeHHOM MeTa-aHanuse Friedmacher F. u Puri P.
(2013), BbISBNIEHO 4TO YacToTa cuHapoma [ayHa mpu Bl
coctaBnset 7,32% w, HaobopoT, yacTtota bl npu cuHapome
fayna coctaenser 2,62%  [20]. W3 uero crenyet
3aKMouNTb  4To, CcuHApoM [layHa yBenuuuBaeT pucCK
passutust Gonesnu Mvpnydra B 50-100 pa3 [30]. Takxe
[aHHas naTornorvsl MOXeT coyeTaTbCsl C  CMHOPOMOM
BaapaeHbypra-Laxa, CUHAPOMOM Fonbabepra-
LLinpuHueHa, ¢ MHOXECTBEHHON 3HOOKPUHHOW Heomnnasven
2A, CMHAPOMOM BPOXAEHHOM LleHTparnbHoM
MNOBEHTUNALMM U cuHapomoM MoyaTa-Yuncona [4, 11, 30,
39, 56]. Hannume coyeTaHHbIX, XPOMOCOMHbIX MaTonoruu
[0Ka3bIBAIOT POMb reHeTnyeckux aktopos bl Vmetotcs
AaHHblE 0 CeMeitHbIX cryyasx BI, oHa MoxeT gocTuratb 4o
20% ot Bcex crnyyaes bl [14].
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l'eHeTuka GonesHn MMpLUINpyHra CNoXHas U BKMKOYaET B
cebs MHOXXeCTBO NTOKYCOB BOCMPUMMUMBOCTH. B nocneaHue
rofbl NoABUNUCH pa6OTbI no onpeaeneHnio MyTaLmn reHos,

BbI3bIBaAOLLMX HapyweHue Murpauum KNeToK,
nponcxogAawmnx 13  KMLWEeYHOro HepsBHOro Fpe6Hﬂ B
KMIWIEYHNK  BO  BpemA 3M6pVIOHaJ'IbHOFO pa3sunTn4,

BMMSIOWMX Ha npouecchl pocta U AuddepeHLMpoBKA
KNETOK KuieyHoi cTeHkn. OpHuM u3 Takux (akTopoB
asnsietcs RET oHKoreH, myTaumus koToporo obHapyxeHa B
50% cememHbix cnyyaeB u B 15 -20% cnopagnyeckux
cnyyaes Bl Mo gaHHbIM 3apybexHoit nuTepaTypbl OKOMO
20 “3BECTHBIX FEHOB WUrpaloT porb B naTtoreHese bl Takue
reHbl Kak peapaHkMpOBaHHblE BO BpeMsi TpaHcdekumm
(RET), rnmaneHbiin HempoTpoduyecknit daktop (GDNF),
peuentop anbga-1 cemenictea GDNF (GFRa1), HelTypuH
(NRTN), Tn peuentopa aHgoTenmHa. B (EDNRB),
sHpotenuH 3 (ET3), romeoBokc LMHKOBbIX manbues 1B
(ZFHX1B) wnu ZEB2, napHonogoGHbii romeobokc 2b
(PHOX2B), SRY-60kc 10 (SOX10), Indian Hedgehog (IHH)
u Sonic Hedgehog (SHH). 31u reHbl kogupytoT peuenTopsl,
nurangbl M pakTopbl TPAHCKPUMLWW. YCTaHOBMNEHO, YTO
RET siBnsieTcs OCHOBHbLIM FEHOM B 3TMONOrMm 3aboneBaHms
HSCR, npu atOM pgpyre W3BECTHble reHbl BHOCAT
He3HauMTenbHbI BKNag, Ha KOTOPbIA MPUXOAMTCS OKOMO
30% Bcex cnyyaeB 6onesHu vpwnpyHra. OpHako Ha

Cratbm, HalaeHHble No Bcem 6azam

CErofHs He W3BECTHbl MOKa3aTeny pacnpoCTpPaHEHHOCTH
OaHHOW MyTauuW B MUpe, BIUSIHUE €€ B Pa3MUuHbIX
STHUYECKNX NONYNALMAX.

LUenb: OBG3op nutepatypbl O naToreHese pasBuTUS
fonesHn  TvpwnpyHra,  KMWMHUYECKMX  OCODEHHOCTSX
TeyeHnss 6onesHM B MEpUoAe HOBOPOXAEHHOCTM W O
COBPEMEHHbBIX METOAAX ANArHOCTUKN.

Crtpateruss noucka: Crpaterns noucka nybnukauuin
BKMIOYana mnouck Mo Teme MCCnefoBaHUs MCTOYHWKOB
nuTEpaTypbl,  MHOEKCMpyemblx B 6asax  [gaHHbIX
3NEeKTpOHHON Bubnnotekn PubMed, Scopus, Web of
Science, Journal Neonatology, Journal Pediatrics, Journal
of Maternal-fetal and neonatal medicine, BMC
(biomedcentral.com). W3syyanuce ¥ aHanuaupoBanucb
nybnukayum ¢ 2000 no 2022 rogpl, CTaTbl B OCHOBHOM
Obinn 3apybexHble M Ha aHrmuickoM s3bike. Kpumepuem
BKITIOYEHUS Obinm nybnukaumw, B KOTOPbIX
paccMaTpuBanocb M3ydveHne 6onesHn upwnpyHra ¢
nepuoga HOBOPOXAEHHOCTH, @ Takke reHeTuYeckast posb B
aTmonatoreHese 6ornesHn [MpwnpyHra, COBPEMEHHbIE
MeTOfbl MHCTPYMEHTANLHOM 1 NNabopaTopHOI ANArHOCTMKM.
Bcero 6bino npoaHanuaupoeaHo 110 nybnukauuit, U3 HIUX
Lenn uccrefoBaHus  COOTBETCTBOBaNM 74.  Anroputm
oTbopa nybnvkauuu ans aHanuaa npeacTaBneH B PUCYHKE
1.

WcknioyeHbl:

AaHHbIX (n 110)

v

0O630pHbIE U KOFOPOTHbIE CTaTbK

CraTbu 6e3 reHeTMyeckux acnektos (n 25)

WcknioyeHbl:

(n 85)
Vi

CraTby, BKMIOYEHHbIE B aHanu3
(n74)

CraTbM, B KOTOPbIX HE YKa3blBanoch AeTcKas
BO3pacTHas kateropus (n11)

PucyHok 1. Anroputm oT6opa cTaTei Ans aHanusa.

Pe3ynbTaTbl noncka u obeyxaeHue

bonesHb MpLunpyHra SBNSETCS CNOXHOW BPOXAEHHOM
naTonorvein  kuweyHon  Tpybkw,  OTHOCUTCS K
HelpokpucTonatuaM. MMeeT  CroXHble reHeTUyeckue
acrnekTbl, MOXeT coveTaTbCs C APYrMU BPOXKOEHHLIMU W
XPOMOCOMHbIMM NATONOTMAMM.

WoeHtudukaums FaHrMMo3HbIX KIeToK y
HOBOPOX/EHHbIX W HEOOHOLIEHHbIX AeTel MOXeT ObiTb
CMOXHOM  3adjayelt,  MOCKOMbKY  HEWPOHbl  YacTo
HeauddepeHLMpoBaHbl 1 HecoBepLUeHHbI.  [loaTomy
onpegeneHne  TaHrmMo3HbIX  KMETOK,  OCHOBAHHOE
WCKMIOYMTENBHO Ha MX BHELIHEM BUAe, He BCEraa ABnseTcs
npocton 3agaven. [lpuMeHeHWe WMMYHOTUCTOXUMUM C
KanbpPeTUHMHOM  SIBMSIETCH  BbICOKOYYBCTBUTEMbHBIM 1
cneuncuyeckum  OMarHoCTUYeCKUM  CPefcTBOM  Ans
MMCTONATONOIMYECKOro UCCNefoBaHNsA NpK NOJ03PEHUA Ha
BonesHb MvpwnpyHra.

JdTtnonartoreHes Gonesnu MpunyHra

MoHumanue aTuonatoreHesa OonesHu [wplunpyHra
Obino HesicHbIM A0 1948 roga. lMpuumHa 3TOrO B TOM, YTO
chokyc uccnegoBaHNs Obin HenpaBUmbHbIM.
ViccnepoBatenn Obinu COCPEAOTOYEHBI HA YBEMUYEHHOM
4acTW KWLLEYHWKa, B MOMbITKE HaWTW, Nexalluin B OCHOBE

natomMexaHuamM, B TO BpeMsi Kak, [AENCTBUTENbHO
MOpaXeHHasl, YacTb KWLIEYHWKA Obina MpOMrHOpUpOBaHa.
OTnpaBHOR TOYKO B MOHWUMAHWW 3TOM matornorin Gbina
nevebHas  pektocurmougaktommnss B 1947 rogy w
nocnegyoLiue onepaunn, u akcnepumeHTsl B 1948 rogy, B
KOHEWUHOM UTOrE MOKA3anu, YTO MPUYMHON Pas3BUTUS
BonesHn Bbin araHrMMo3 yaaneHHOM YacTu KULWEYHMKa, a
CyNpacTeHOTUYECKOE pPacCLUMpEeHWe SBUIOCH CREACTBUEM
CcTazsa [66].

Yenoseyeckas 3HTepanbHas HepBHasi CUCTEMa UMeET
NPUMEPHO CTOIbKO € HENPOHOB, CKOMBKO W CMUHHOW MO3T
(~200-600 munnmoHoB), 1 B ceMb pa3 bonbLue ruasnbHbIX
knetok,  obecneumBalolmx  BoraTyld  MHHepBaLMIO
KuwevHuka [21, 22, 72]. KuwweyHble HEMPOHbI W KULWEYHAs
[MUS  pacrnonoxeHbl B [JBYX B3aWMOCBS3aHHbIX CETAX
(MBILLEYHOM M MOACMM3NCTON), KOTOPLIE NMPOCTUPAKITCS OT
nuwiesofa A0 aHanbHoro kpas [21, 22, 72]. B KuwweyHbIx
HeMpOHax  SKCTPECCUpyeTcs  OTPOMHOE  KOMM4YeCTBO
HEMpOTPaHCMUTTEPOB U PELIENTOPOB,  aHAMOMMYHbIX
pasHoobpasnio K LieHTparnbHoi HepBHOW cucteme (LIHC)
[23, 31]. yHKUMS KuLLeYHUKa perynupyeTcs adepeHTHOM
1 3chpepeHTHON MHHEpBALMEN OT BNyXAaoWMX 1 Ta30BbIX
napacyMnaThyecknx raHrnues, npeBepTedpanbHbIX 1
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napaBepTebpanbHbIX CUMMNAaTUYECKUX FaHIMWEB, CEHCOPHbIX
FaHrn1eB CMMHHOMO KOPHS U FOPMOHArbHbIX CUrHamnoB [24,
42, 70]. CurHanbl C KOHLA BRWSIIOT Ha aKTUBHOCTb KNETOK
KapaMOCTUMYNATOpA  KULIEYHMKa  (MHTepCTULMarnbHble
kneTkn Kaxanms W gp.) W [Magkux Mblwy co3gasas
naTTepHbl  COKpalleHWs U paccnabneHus, KoTopble
BapbMpYlOTCA B 3aBMUCUMOCTM OT 0DNacTu KULWEYHWKa W
coaepxumoro npoceeTa [9, 15, 48, 63].

BpoxgeHHoe OTCYTCTBME raHrMs B AMCTanbHOM

OTHene kuedyHuka npu Bl sBnseTcs  cneAcTBueM
HapyLueHus MUrpaLm, nponudepaLm,
ANDEPEHUMPOBKM,  anonTo3a  HOPMAnbHbIX  KIETOK

HepsHoro rpebHs (NCC) [32, 68].

leHeTUyeckue acnekTbl 6onesnu MNpnyHra

Henpokpuctonatusi npeacTasnset cobo
pasHooOpasHyto rpynny MaTonoruid, KOTOpble  MOryT
BO3HMKATb M3-32 [eeKTOB pa3BUTUS KIETOK HEpBHOMO
rpebHs (NCC) [32, 68]. KneTku HepBHoro rpebHs ssnsioTcs
BPEMEHHBIMU W MyMNbTUMOTEHTHBIMM MPEALLECTBEHHUKAMM
NPOAYLMPYIOLLMMM  Pa3nnyHble TWMbl  KNETOK, BKIOYas
HepBHbIE, SHAOKPUHHBIE, MUTMEHTHbIE, YepenHo-N1LEBble 1
Apyrve KneTku.

B Hacrosilee Bpems yctaHoBneHo, 4to bl aBnsetcs
HacneacTBeHHbIM 3aboneBaHueM. PasnuuHble uccnego-
BaHUS OBHAPYXMNM MHOXECTBO MOSEKYNSPHBIX CUrHAmMb-
HbIX MEXaHW3MOB, Y4aCTBYIOLIMX B PErynsauuuM murpalum,
nponudpepaum  u AncepeHUMPOBKA  SHTEPANbHOM
HepBHOW cucTembl, Takux kak RET/GDNF, EDNRB/EDN3 u
Heckonbko MmopdoreHoB, Takux kak Netrin, PHOX2B,
SOX10, SHH [43, 55, 73]. Hanbonee TwatensHO U3y4eH-
HbIX W 3HAYMMbIX TEHOB, MyTaLMsl KOTPOPbLIX cnocobeTayeT
passutuio bI', senstotes RET v GDNF [10, 40, 74).

RET aTo MPOTOOHKOTEH, KoaMpYyHoLLMIA
TUPO3nHKMHa3HbIA peuentop RET. e GDNF kogupyet
Benok GDNF (npuHagnexawmin K CemeicTBy NuraHaos
GDNF), kotopbin sBnsietca nuraHgoi ana RET [52]. Ewe
0AHWM BaxHbIM 6enkom sBnsieTcs GFRa1. GFRa1 u GDNF
0bpa3yloT KoMmnnekc, B MOCNEACTBUM akTuBMpyowmin RET,
KOTOpbIN MofBepraeTca ayTohocqopunmupoBaHuio, 4to, B
CBOKO oyepenb, aktueupyeT nytb RET, npusoas K
perynauMm  BaxHbIX IMOpUOHanbHbIX  3afday  KMeTok
kuwweyHoro HepaHoro rpebHs (ENCC), Bkntodast murpaumio,
BbhKWBaHWe, Nponudepaumio 1 auddepeHLmpoBky [16].

Ha 3akoHOMepHOCTM MurpauuM W NpaBUnbHOE
3aceneHne KneTok HEPBHOTO rPebHs B KULLIEYHWKE Takke
BNMSIET PETUHOEBas KMCMOTa, KOTopas Heobxogumo Ans
HopMmarnbHoro  obpasoBaHus OHC, pgokasaHHble B
uccneposanuax Fu M. u dp. (2010) u Uribe R.A. u dp.
(2018) [25, 71]. Takke UMeLOTCS faHHble, YTO MaTepPUHCKOe
OXMPEHME CBSI3aHO C MOBLILLEHHBIM PUCKOM Pa3BUTUS
Bonesnu MmpnpyHra [45].

[unarHocTuka BonesHn MpLnpyHra MOXeT
NPeacTaBnATb  [OBOMBHO  CMOXHY  KMUHUYECKY0
npobnemy. bonesHb MpwnpyHra cnegyeT nofo3pesatb Y
noboro pebeHka, B aHamHe3e KOTOPOrO  3anopbl
OTMEYalTCs C NMeproaa HOBOPOXAEHHOCTW. XapaKTepHoe
nposiBneHne ©GonesHn [MpLINpyHra Yy HOBOPOXAEHHBIX
npescTaenseT cobol 3amepkky NpoXoXaeHus dekanui B
TeyeHue nepBbix 48 4acoB xu3HU. [1eBAHOCTO NATb
NPOLIEHTOB [OHOLLEHHbBIX JEeTeN UCIPaXHSAOTCS B TEYeHUe
nepBebIX 24 4acOB XM3HW, Y OCTarbHbIX MEPBbIA CTYI
0TXOANT B TeyeHue 48 yacos.

PeTpocnekTuBHbIA 0630p HauMoHamnbHbIX 633 AaHHbIX
(CLLA) craumoHapHbIx BonbHbIX Noka3an, uTo Tonbko 6,5%
nauueHToB 06paLLalnTCs B TEYEHWE NEPBON HEAENM KU3HM
[2]. MpubrnusutensHo 40% nposBASIOTCS K 6-MECAYHOMY
Bospacty, 50% — k 1 rogy, 60% - k 2 rogam, 80% - k 7
rogam n 93% —13 rogam. Y HOBOPOXAEHHbIX OObIYHO
HabniogaeTcs 3agepkka OTXOKAEHUS MeKoHus 6onblue 48
4, HENEPEHOCUMOCTb KOPMITEHMS, B3OYTHE XKUBOTA W PBOTA
KEMNYbI0, CUMMTOMbI KOTOpble XapakTepHbl NS KULLIEYHON
HenpoxogumocTy [30, 44].

Mpu ocnoxHeHHon chopme 6GonesHn [upLInpyHra
KNMWHUYECKas KapTWHa MpOSBNSETCS B BWAE  HU3KOW
KMLWEYHON HENPOXOAMMOCTM, KapTMHOM HEKPOTUYECKOro
SHTEpoKonuTa, nepdopaLn Cnenon KULLKK U NEPUTOHUTA
B NepBble AHW XU3HW peberka, uTo 3aTpyaHsSeT NoCTaHOBKY
[MarHo3a B nepuoge HOBOPOXAEHHOCTY.

3anopo3peHHbIi, Ha OCHOBAHWMW KITMHUYECKOW KapTuHBI,
AmarHo3: 6onesHb [MpLunpyHra gomkeH 6biTb NOATBEPXKAEH
C MOMOLbI0  PEHTTEHOMOTMYEckoro  obcrenoBaHms,
AHOpeKTarnbHOM MaHOMETpUM U BUOMCUM MPSMON KULLKK.
0Ob6s13aTenbHLIM YCMOBUEM NOCTAHOBKM AMArHo3a SBAsSeTcs
MMCTONOTMYECKOE MCCMe0BaHMe, BbISBMISIOLLEE OTCYTCTBUE
B MPAMOA KULIKE WHTPaMypasibHbIX TaHrMO3HBIX KMETOK.
Takon noaxoA K AuarHocTike BonesHn MvwnpyHra npuHaT
GONbLUMHCTBOM [ETCKAX XWUPYProB, W €CAM KeM — TO U
OCMapuBaeTCs, TO JOCTATOMHO PELIKO.

BonesHb [wvpwnpyHra coyeTaeTcs UM C  OpyrMmu
reHeTUYECKMMN, XPOMOCOMHBIMM 3aboneBaHusMM.
Hanpumep B cTatbe Christina Schreiner u dp. (2021)
OMUCLIBAETCS KIMHWUYECKUIA CMy4al HOBOPOXAEHHOW, rae
onucaHo coyeTaHue GonesHn MpLunpyHra W CMHApOMa
LieHTpanbHON MMNOBEHTUNALMM TaK Ha3bIBAaEMOW B HAapoae
«NPOKNATHE YHAUHBI» (Genetic mutation in
Hirschsprungs/congenital central hypoventilation syndrome)
[13].

Takkxe B cratbe Ingrid Anne Mandy Schierz u dp.
(2020) knNWHWYeCKMA Cryyal TOTANMbHOTO araHrmUoOHO3a
TONCTOA  KWWKA C  BOBMIEYEHMEM TOHKOrO  OTAEna
KMLLIEYHWKA, paclienuHbl Heba ¢ HeOHbIMK CUHeXVsMU Y
HOBOPOXAEHHOrO C OTLOBCKOW MyTauuenl sHyca-LUucTenHa
618 npoTooHkoreHa RET 1 cemeitHon  ucTopuen
MeZynnspHON KapLMHOMbI LWUTOBUAHOM xernesbl [64)].

Mo pesynbTataM AaHHbIX  «O6LLEHaALMOHANBHOIO
MOMyNSALMOHHOTO KOTOPTHOTO  WMCCNELOBAHNS»  LUBELCKMX
yyeHbIx (2021) 6bino BbISIBMIEHO YTO Cpeau NaLMEeHTOB C
BonesHblo [MpLnpyHra CyLlecTByeT MOBbILIEHHBIA PUCK
passutus B3K [46]. B aTom wuccnenosaHuu Gonee
nonoBuHbI NaumeHToB ¢ B3K ctpapanu 6onesHbto KpoHa
[5].

[varHocTuka 6onesnu MpnpyHra

[na nocTaHoBKW amarHo3a 0630opHast peHTreHorpagms
ObiBaeT He Bcerga uHdopmatueHa.  LlenecobpasHo
npoBefeHne  wmppurorpacdum ¢ BOLOPACTBOPUMbIM
KOHTPacTHbIM BelecTBoM. CnepnyeT usberatb NpUMeEHEHNS!
TMNEPOCMONSPHLIX PacTBOPOB M3-3a UX  CMOCOBHOCTM
Bbi3biBaTb AMcOanaHC XWAKOCTM W anekTponuToB. Bhe
nepuoga HOBOPOXAEHHOCTW, Korga CKpbiTas nepdopauus

MaroBeposTHa, Bapuii ABnseTCs onee
MPeanoyTUTENbHbBIM NS AMArHoCTMKM  GonesHu
MMplnpyHra,  Nockonbky — obecneunBaeT  Gonbluee

paspeLueHue. KOHTpaCcTHbIE KNW3Mbl HE PEKOMEHIYHTCS BO
BpeMsi aKkTuBHOrO 3HTepokormta [1].  Knaccuueckue

220


https://www.sciencedirect.com/topics/medicine-and-dentistry/maternal-obesity
https://www.sciencedirect.com/topics/medicine-and-dentistry/maternal-obesity

Hayka u 3apaBooxpanenue, 2023, 2 (T.25)

O030p JuTEpPATYPHI

PEHTTEHOMNOTYECKMEe Haxopki mpu 6onesun [vpwnpyHra
npeacTaBnstoT coboM y3KMA, CnacTMYeCKUA AMCTamnbHbINA
KALLIEYHbIA CErMEHT C [Aunatauuen NpoKCUMAanbHOro
cermeHTa. Touka M3MeHeHWs kanubpa, wnn nepexogHas
30Ha, SBMSETCH  KIHOYEBbIM  PEHTreHorpadnyeckum
MpU3HaKoM Npu AwarHocTuke 3abonesaHust MMpLUnpyHra ¢

fMoMoWblo  Mppurorpadieckoro  UccnegoBaHus. Yaile
BCETO, TOYKa nepexopa pacnonaraeTcs B
PEKTOCUIMOBMOHOM ~ yyacTke, OfHaKo, OHa  MOXeT

HaxoguTbCca B MNOOM MecTe B Mpeaenax TONCTOM U
NoAB340LIHOM KULWKK [1].

AHopekTanbHas MaHomeTpus (ARM) ucnonb3ayertcs ans
BbISIBMIEHUsS  OTCYTCTBUS pedhriekca penakcauuu nocne
co3faHus BOMKCHOMO PacTsKeHUs B NPOCBETE NPSMON
knwkn [12, 19, 59]. 310 Hambonee pacnpoCTpaHEHHbIN
MeTod, KOTOpbIA MpoBOAMTCA y ngeTeir u  Tpebyer
Heborbloit noarotoBk. OHa MeHee WHBA3WBHA, YeEM
pekTanbHas buoncus, W, B OTAMYME OT mppurorpacum, He
Tpebyer  obnyyeHus.  MaHomeTpuyeckas  OLeHKa
aHopeKTanbHOM (DYHKLUMM BKIHOYAET W3MEepEeHUe AWHbI
aHarbHOro KaHarna W [aBreHus B MOKOe, PeKToaHasnbHbIM
TOPMO3HOM pechnekc (RAIR), pekTanbHy
YYBCTBUTENBHOCTb U, HAKOHEL, CMoCOGHOCTb CXMMaTb M
nmuTpoBath dedpekaumo  [19, 59]. PekToaHanbHbIn
TOPMO3HON pedhnekc npeacTaBnseT coboi pednekTopHoe
paccriabneHne BHYTPEHHETO aHamnbHOrO CUHKTEpPa B
OTBET Ha paCTsHXKEHUE NPAMOIA KUWKW. ITOT pednekc
NPUCYTCTBYET Yy Togei C HOpManbHOW  BHYTPEHHEMN
WHHEPBALMEN KULLEYHWKA 1 OTCYTCTBYET y Moaei ¢ bl [53,
65]. OgHako coobuiaemas guarHocTyeckas TouHocTs APM
WMeeT  3HauuTenbHo  Oonmee  HM3KMA  ypOBEHb
CNeunMUYHOCTY U MONOXMTENBHYID  MPOTHOCTUYECKYIO
LlEHHOCTb B HeKoTopbIX uccnepoBaHusix [34, 49]. Kpome
TOro, TouHocTb APM B AnarHoctuke 6onesHu MvplunpyHra y
HOBOPOXAEHHbIX NPOTUBOPeYnBa B nuTepaTtype [32].

B cuctematuyeckom o63ope de Lorijn F. u dp.
CPaBHUMN  AMArHOCTUYECKYI0 TOYHOCTb  aHOPEKTanbHOM
MaHOMETpUW, KOHTPACTHOA  KNW3Mbl U peKTarbHyK
acnupauuoHHyto Broncuio y MnageHLes ¢ NoA03peHneM Ha
BI. Onu coobwmnmu, yto PAB 6bin Hanbonee TOYHbIM
TECTOM C CamoW BbICOKOW CPeAHel YyBCTBUTENbHOCTHLIO
93% u cpeaHen cneumduyHocTbio 98%. [uarHocTuyeckast
ToyHocTb APM 6bina b HEMHOrO MEHbLUE: CPeaHsis

UyBCTBMTENBHOCTL U cneunduuHocte 91% u 94%
COOTBETCTBEHHO [58].
B 1948 r. F.R. Whitehouse u I.W. Kernohan

onybnukoBanu nepeytd MOAPODHYI0 CEpUt0 KIMHUYECKMX
CryyaeB, B KOTOPOW YETKO YCTAHOBIEHO, YTO araHrimos
QUCTanNbHOTO OTAEna MpsMOM KAWKM 1 BapuabenbHas
AfMHA NpuUnerawwen KuWKW  SBISKOTCS  NEPBUYHBLIMA
(heHOTUNMYECKMMM  MpU3Hakamu  GonesHu  [puwnpyHra.
Mwkpockonmuyeckm OTINYUTENBHBIM NpU3HaKOM
3aboneBaHns SIBMSAETCA OTCYTCTBME TaHIMMO3HLIX KNETOK
(araHrnnoHo3) kak B MOACAM3UCTOM, TaK W B MbILLEYHbIX
CNNETEHNSIX MOPAXEHHOTO CerMeHTa KuWku. B obbluHOM
npaktuke Guoncus, npu  KoTopoit Oepetca obpasey
CIU3NCTON  00BOMOYKM 1M MOACAM3UCTON  0DOMOYKM,
cuMTaeTcs  MeTogoM  Bbifopa  Ans  yCTAHOBNEHWS
npefonepauMoHHoro  AawarHosa.  Buoncus  gomkHa
BKIMIOYaTb ~ AOCTATOMHOE  KOMMYECTBO  NOACIM3WCTOM
0005104KI, HAanpuUMep, NOACNN3NCTON 060MOYKM, PaBHON MO
TOMNWwMHE crmancToil obonouke. OfgHAKO B HEKOTOPbIX

Cryyasix — OWarHoCTMKa  araHrmuMoHo3a  MoxeT  ObiTb
3aTpyaHEHa TOMbKO Ha OBbIYHBIX TMCTOMOMMYECKUX Cpesax,
OKPALUEHHbIX  reMaTokCunuH-303nHoM  (TE).  BonesHb
[MpLunpyHra 0CTaeTcs CMOXHOW AMArHOCTUKOW, 0COBEHHO
cpeay matornoroB O6Len XuMpyprim, KOTOpble OLEHUBAIoT
3TU Cry4am He4yacTo M He UMEKT JOCTaTOYHOro onbiTa. B
HeoHaTanbHOM nepuope nogcnmuauctble TKC moryT 6biTh
Henerko pacno3sHaHbl, MOCKOMbKY OHM 0BbIYHO ManeHbk1e 1
HeauddepeHUMpoBaHHbIe.  XapakTepHble  SAEpPHble K
UMTONMasmMaThyeckne  OCODEHHOCTW  HEWpOHOB  MOTYT
OTCyTCTBOBaTh. MHOrME NaToNoroaHaToMbl MpeanouMTaloT
uccrenoBatb 3aMOPOXEHHbIE CPe3bl, OKpalleHHble Ha
aLeTUNXONMHACTepa3y B [AOMONHEHWE K CTaHAAPTHbIM
yyacTkam, okpaileHHbiM E. Mpu 6onesnu [mplunpyHra
UCCNeaoBaHWe C MCMOMnb30BaHWEM aLETUNIXONMHACTEpas-
HOTO  OKpalwWBaHWs  [OEMOHCTPUPYET  YBENUYEeHWe
aLeTMINXONMHACTEPA30-MOMOKNTENbHBIX HEPBHbIX BOJIOKOH
B COOCTBEHHOW MMacTUHKe U CIM3KUCTBIX  060MouKaXx.
ObecyxgaeTca MOMNE3HOCTb 39TOF0 METoAa B KadyecTse
Ba)XHOTO KOMMOHEHTA B TOYHOI AWarHOCTMKE araHrmmuoHo3a.
luctoxumus aLeTuIXxonuHacTepassl Tpebyert
CBEXE3aMOPOXEHHON TKaHu, MeToq Tpebyet
MPEBOCXOAHbIX TEXHUYECKUX 3HaHWIA nabopatopuu, u
coobllanocb 0  MOXHOMOMOXMTENbHBIX, @  TaKke
NOXHOOTpULATENBHBIX peakLusix. OkpalumBaHue
aLeTMIXonMHacTePasolt BbINo CBA3AHO C OTHOCUTESNBHO
BbICOKMM nokasarenem MexHabnogaTensHo
W3MEHYMBOCTM B MHTEpnpeTauuu. Mcnonb3oBaHue 3Toro
MeToaa, No-BUAMMOMY, 3aBUCUT OT MUYHBIX MPEANOYTEHUIA
[36]. Meier-Ruge W.A. u dp. (2006) npogemoHCTpupoBani,
YTO OTCYTCTBME TraHIMWO3HbIX KNETOK B MeRcHEpPOBbIX
CMNETEHUsIX, CONpOBOXAatoLLEeecs MOBbILLIEHHOW
aKkTMBHOCTbIO AXD3, oveHb cneundmuHo gna Bl [50].
OtcyTcTBME XapakTepHoi peakuun Ha AXD He MCknvaeT
BI' y HOBOPOXAEHHBIX B TEYEHWE NEPBbIX 3 HEAeNb KW3HU
[54]. mmyHoructoxummyeckmne MeTozpb! (IHC)
NPeLOoCTaBNSOT JONOMHUTENBHBIE MONE3HbIE MHCTPYMEHTHI
ans guardoctukn Bl AX3 umeet pasnuyHble HegocTaTky,
nockonbky [ans 3toro TpebyeTcs CBEXEe3aMOpOXEeHHas
TKaHb, & TaKKe CyLLEeCTBYET BbICOKUI YPOBEHb pasHOrnacum
Mexgy Habniogatensmu  u GOMbLKMM  KONMYECTBOM
NOXHONONOXUTENbHBIX " NOXHOOTpULATENbHBIX
pesynbtatoB [37]. B nocnegHue rogsl MCnomnb3oBanuch
HECKONbKMX ~ MapKkepoB AN [OWarHOCTMKM  AaHHOM
naTonoruu, BKIOYas Benok S-100 (18],
HenpoHcneunudgmnyeckass eHonasa  (NSE),  rnmanbHbIi
ubpunnspHbld  kucnoTHeld  Genok  (GFAP)  [57],
nepeHocumk rmtokosbl 1 (GLUT-1) [38], 6enok MAP-5 u
Apyrve. Hu OfHO M3 BbILENEPEYMCIIEHHBIX HE MONyYuno
LUMPOKOTO PaCMpOCTPaHEHMS.

B 2004 rogy Barshack I. u Gp. npogeMoHCTpMpoBan,
YTO OTCYTCTBME IKCMPECCHUM KanpeTMHUHA B  HEPBHBIX
BOIOKHAX KOpPPenupyeT C araHrnmMoHO30M Y NaumeHToB ¢ bI
[7]. KanbpeTwHWH - 3aBUCMMbIA OT BuTamumHa D
kanbLuicBs3biBaoLwmi 6enok. MOHOKIOHaNbHOE aHTUTENO
NPOTMB KamnbpeTuHuHa okpawmnBaeT 80% raHrmMo3HbIX
KNeToK, a Takke MENIKWX BHYTPEHHMX HEPBHbIX BOJIOKOH
MOACMM3NCTOTO M MEXOKENYOOYKOBOTO  CMMETEHUS B
HOpManbHOM TONCTON KuLKe [28]. Bbino
3a[OKYMEHTUPOBAHO,  YTO  NOTeps  KaNbPeTUHWUH-
MMMYHOpEaKTVBHbIX ~ HEpBOB  xapaktepHa Aans Bl
OkpalLmBaHWe TONbko HefaBHO nonyuuno Gonee LMpoKoe
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Mpu3HaHue W cTano Hawbonee pacnpoCTPaHEeHHbIM
LONONHATENbHBIM -~ UMMYHOTUCTOXMMUYECKUM  MapKepoM,
ucnonb3yemblM Ans obneryenus guarHoctukm BI'. Okpacka
nerko noggaeTcs  WHTepnpetaumu M pabotaet ¢
MaTepuanom, NponuTaHHbIM napaduHOM.

B 2009 rogy Kapur R.P. u Op. B CpaBHWTENbHOM
nccnegoBaHumn OKpaLLuMBaHus KanbpeTuHUHa "
aLUEeTUNXONUHACTEPA3kl, NPOBEAEHHOM B 06LLEI CIIOKHOCTM
B 53 cnyyasx, Obino nokasaHo, 4TO [uMarHOCTUYECKas

TOYHOCTb  KanbpeTMHWHA Bblle MO CPaBHEHMO C
aLeTUNXoNuHaCcTepason [62].
AHanoruyHble  pesynbTaTbl  MCCMEdoBaHUS  Obiiu

onybrnukoBaHbl Guinard-Samuel u dp. (2009), koTtopble
uccneposany GonbLuyio cepuio GUOMCUHHBIX MaTepuanos
NPsIMOM KWLLKM Yy NaUMEeHTOB C nopo3peHuem Ha Bl u
NPOLEMOHCTPUPOBANM, YTO KanbpeTUHUH Bonee TOYeH, Yem

AX3 [29].
MeTon  MMMYyHOTUCTOXUMUW  KafbpeTUHUHA  TaKke
obragaet  psooM  MPaKTUYECKUX — MPEUMYLLeCTB Mo

CPaBHEHUIO C TPAANLIMOHHON rucToxmummen AX3.

OHa npoBOAMTCS Ha MOCTOSIHHOW, 3aKpenneHHON
hopManuHoM, MPONUTaHHOM napadmHOM TKaHW. PMCYHOK
OKpaLLMBaHWA NPOCT U OTYETNUB, W [BYCMbICIIEHHbIE UMK
BOZAWMEe B 3abnyxaeHue pesynbTaThl BCTPEYAKTCH
peaKo, Tak Kak NATHO sBMseTcs nubo NOnOXWUTENbHbLIM,
nmbo  oTpuuaTenbHbIM.  LIeHHOCTb  MIMMYHOTUCTOXMMMN
KanbpeTUHWHA B Ka4eCTBE [MUarHOCTUYECKOro nocobus npu
MMCTONATONOIMYECKO OLeHKe Broncuii NPSIMON KULLKW Npy
Bl aBnsieTCs BbICOKON.

BbiBoab!

bonesHb MMpwnpyHra SBNSETCS TSHKENON BPOXAEHHON
naTonoruen xenyaouHo-KULLEYHOro TpakTa, Kotopas umeet
reHeTUYeCKne acnekTbl B MaToreHese pasBUTUS [aHHOM
nartonoruu. Hepegko coveTaeTcs ¢ ApYruMn BPOXAEHHbIMM
nopokamu  passuUTHS. B nepwoge HOBOpOXAEHHOCTM
MOXeT  MPOSBNATLCA  KAPTWHOM  HU3KOW  KULLIEYHOW
HenpoXo4MMOCTH,  CKPbIBATbCA  MOA  Mackol  Apyrux
BOCManWTENbHbIX  3ab0neBaHUM  KuLeYHuKa.  [loatomy
puarHoctuka GonesHn lvplunpyHra B paHHEM nepuoge
CnoxHas. MpeHTudmKaumMs  raHrmno3HbIX  KNETOK Y
HOBOPOXAEHHBIX U HEOOHOLIEHHbIX AeTeil MOXeT ObiTb
CMOXHOM  33adayelt,  MOCKOMbKY  HEWPOHbl  4acTo
HeauddepeHLMpoBaHbl 1 HecoBepLUeHHbI.  [loaTomy
OnpefeneHne  raHrnuo3HblX  KMNETOK,  OCHOBAHHOE
UCKIMIOYUTENBHO Ha UX BHELLHEM BUE, HEe BCErAa SBRSETCS
npocTo 3agavei. [lpuMeHeHWe WMMYHOTUCTOXUMUU C
KanbpPeTUHMHOM  SIBMSIETCS  BbICOKOYYBCTBUTEMbHBIM 1
cneuncuyeckum  OMarHoCTUYeCKUM  CPefcTBOM  Ans
rMCTONATONOrMYECKOro UCCnefoBaHUs Npu NOAO3PEHUM Ha
BonesHb MvpnpyHra.
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