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MHTECTUHAABHASI HEMPOHAABHAS AVICIIAA3USA B CTPYKTVYPE
IIATOAOTUN DHTEPAABHOV HEPBHOUW CUCTEMBI:
ITUOAOI'UA, ITIATOI'EHE3, AMATHOCTUKA, AEYHEHUE

OT'AOY BO IMepsoiit MMV um. M1.M. CeyenoBa M3 PO (CeuenoBckuii yausepcurert), r. Mocksa, PO

MopdodyHKIHOHAIBHBIE N3MEHEeHUA dHTEePaIbHOI HepBHOIi cucTteMsbl (AHC) yemoBexka MoryT craTh
NPUYUHON PA3JIMUYHBIX CTPAJAHUM, TPeOYOIMNX JedeHus. B qaHnoM 0030pe coOpaHa mHMOpPMAIMI
06 oco6om 3a6oaeBanun JHC y mereit — nuHTEeCTHHAJABbHON HeiipoHaabpHO nucmiaasuu (MH]IT), mpu-
BOJMAINEH K CePhe3HBIM KJINHHYECKHMM NPOABICHUAM (3aJepiKKe CTyJIa, WHOTHA OCIOKHIIONIeNcsa
PEeKTAaJbHBIM KPOBOTEUE€HNEM U KMIIeYHOIl HeIIPOXOAMMOCThI0). B cTaThe mpoaHaIM3UPOBAaHbI AKTY-

aJpHBIE IMYOJUKAIMU II0 BOIPOCAM AUATHOCTHKM, KOHCEPBATHBHOIO M XHPYPTHYECKOTO JeYeHUT
HUH], a Takxke ygeneHo BHUMaHHNe (hyHIAaMEHTAJBHBIM pPatoTaM, MOCBIIIEHHBIM 9MOPHOHATIBHBIM
IIPeANOoChLIKAM Pa3BUTHUSA KMIIEYHBIX HeliponaTuii, B yacTHOCTH, 1 maTojoruu JHC B nemom.
Knroueesle cnosa: unmecmuHalbHas HellpoHAAbHAA Oucnaa3us y Oemeil, namonozus IHMepaibHolL
HepeHolL cucmembl.

Hum.: E.C. ITumenosa, JI.A. Mopo3os. HumecmunanivHas HeUPOHAAbHASL OUCNAA3USL 8 CMPYKMY-
pe namoanozuu IHMePAnbHOlU HePEHOU CUCMeMbl: IMUONL02US, NAMmozeHe3, OUAZHOCTMUKA, JeYyeHue.
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INTESTINAL NEURONAL DYSPLASIA IN THE STRUCTURE
OF ENTERAL NERVOUS SYSTEM PATHOLOGY:
ETIOLOGY, PATHOGENESIS, DIAGNOSIS, TREATMENT

.M. Sechenov First Moscow State Medical University, Moscow, Russia

Morphofunctional changes in the enteric nervous system (ENS) can cause various suffering
requiring treatment. This review presents information on the specific disease of ENS in children,
intestinal neuronal dysplasia (IND), leading to serious clinical manifestations (stool retention,
sometimes complicated by rectal bleeding and intestinal obstruction). The article analyzes modern
publications on diagnostics, conservative and surgical treatment of IND, and also focuses on
fundamental works on embryonic prerequisites for the development of intestinal neuropathies in
particular, and the pathology of the ENS as a whole.

Keywords: intestinal neuronal dysplasia in children, pathology of enteral nervous system.

Quote: E.S. Pimenova, D.A. Morozov. Intestinal neuronal dysplasia in the structure of enteral nervous
system pathology: etiology, pathogenesis, diagnosis, treatment. Pediatria. 2019; 98 (2): 186—191.

IMOPHUOJIOTUYECKUE U AaHATOMO-(DU3MOJIOTHYECKIE

. . ckotii) [1]. KonmruecTBO HEPBHBIX KJIETOK JKEJIYIOU-
0COOEHHOCTH YHTEPAJIbHON HEPBHOI CHCTEMBbI

Ho-KuireuyHoro tpakta ((KKT) HacumThIBaeT OKOJIO

durepanbHaa HepBHasa cucrteMa (OHC) uemo- 100 muH («BTOpOii» mMau «OPIOIMIHOHM MO03Tr») [2].

BeKa OTHOCUTCS K aBTOHOMHOI (MeTacmMItaThye-

Konmaxmnas ungopmayusn:

ITumenosa Eézenusa Cepzeeéna — K.M.H., 0o1. Kad.
IETCKOU XUPYPTHUU U ypooruu—asapogoruu Ilepsoro
Mocxkosckoro I'MY um. I.M. CeuernoBa M3 P®D
Anppec: Poccua, 119991, r. Mocksa,

ya. Tpyb6emnkas, 8, ctp. 2

Teu.: (985) 265-33-02,

E-mail: evgeniyapimenova@list.ru

Crarbsa moctynuia 2.11.17,

npunara K neuatu 20.06.18.

Heiipounsr JKKT cBasansr ¢ ITHC nBycTOpoHHUMHI

Contact Information:

Pimenova Eugenia Sergeevna — Ph.D., associate prof.
of Pediatric Surgery and Urology—Andrology,

I.M. Sechenov First Moscow State Medical University
Address: Russia, 119991, Moscow,

Trubetskaya str., 8/2

Tel.: (985) 265-33-02,

E-mail: evgeniyapimenova@list.ru

Received on Nov. 2, 2017,

submitted for publication on Jun. 20, 2018.



B3auMooTHoIeHuamMu [3, 4]. CyiiecTBoBanme Tak
Ha3bIBAEMOU KUIIIEYHO-MO3T'0BOI OocH 00IIernpusHa-
HO [5]. @opmupoBanue OHC HaumHaeTca BHYTPU-
yTpob6HO. IIporecc sMOPUOHAIBLHOTO IEPEMEIeHU T
HEPBHBIX KJIETOK BIIEPBbIe OBLJI OMMCAH W Ha3BaH
«Mmurpamnueit» Buabreabmom I'mcomM-miamimum B
1891 r. [6]. Murpanmua HauyMHAETCA OT HEPBHO-
ro rpebHa mocse Helpyaamuu. KieTKu HEPBHOTO
rpe6usa (KHI') nepemerniarorcsa B pa3HbIe UaCcTU TeJia
9MOpHUOHA, IPeodpasysach B pa3JIUuUHbIe CTPYKTYPHI,
B T.4. B Hetipoubl JKKT. Murpanua KHI mpoxomut
10 OIpeeJIeHHOMY MapIipyTy. B HepBHOM rpeb-
He BbIAENAT 4 ornesna (YpPOBHA): KpaHUATbHBIH,
BarajbHbIN, TYJOBUIIHBIA U CaKpaJbHBIN/II0MO0-
caxkpasbHbIi. CKOPOCTh M HAIpaBJIeHWE MUTPAIUNA
KJIETOK 3aBUCAT OT MHOKecTBa (haxTopos [7, 8].

B 1920 r. A. Dalla-Valle moxasan, uTto mpu
6osnesnu ['mpimnpynra (BI') (BposKAeHHOM METaK0JI0-
He) O0CTPYKTUBHBIN yYACTOK KUIIIKY, TPUBOAAIIAHA
K HEIIPOXOJUMOCTH, JUIIeH HEPBHBIX rauraues [9].
B 1967 r. E. Okamoto u T. Ueda, xupypru us
yHuBepcurera Ocaku, OmyGJMKOBAJN PE3YJIbTAThHI
uccaenoBanua 18 sMOPMOHOB U IIJIOJOB UEJIOBEKA HA
Pa3HBIX CTAAWAX Pa3BUTUA. B paboTe ObLIU Ipe-
CTaBJIEHBI JaHHBIE O TOM, UTO MEKMbIIIIeUHbIe raH-
riimonapubie cimererud JKKT (Ayspbaxa) chopmu-
pPOBaHbBI U3 HEWPOOJIACTOB HEPBHOTO IPeOHS, MUTPU-
PYIOIUX MO KUIITEUHON TPyOKe B KPaHUOKAYAAJb-
HOM HAaIIpaBJIEHUU ¢ 5-if mo 12-10 HelesIi0 recTaluu.
ITogcausucteie HepBHBIe ciieTeHus (MeiiccHepa)
0o0pasymTca B pesyJbTaTe MUTpanuu HeiipobJia-
CTOB M3 MEXKMBIIIIEUHBIX CILJIeTeHU. BiepBoie ObLI0
BBICKA3aHO YTBEPJKIEHUE, YTO araHrJIN03 KHUIIey-
muka (BI') dopmupyerca B ciaydae «OCTaHOBKU»
IBUIKEHUST HEPBHBIX KJETOK B YKA3aHHBIN aMOPMO-
HasbHBIN nepuof [10]. B HacToAIlee BpeMs u3BecT-
HBI HEKOTOPbIe T'eHbI, OTBETCTBEHHbIE 3a PA3BUTUE
araursauosa — BI' (RET, EDNRB, EDN3, GDNF
u NRTN), ogHaKO MeXaHW3MbI, IIPUBOAAIINE K
c0010 B IEPEeIBUIKEHNN HEMPOOIAaCTOB, O KOHIA HE
BolAcHeHBI [11]. Amaromuuecku cTpykTtypa OHC
BKJIIOUAET B ce0s HepBHBIE TaHIVIUHU C Heiporura-
MU, KJETKU TJINU, a TaKyKe CBA3YIOIINe HEePBHBIE
orpoctku [12]. ITo coBpeMeHHBIM HAHHBIM, AWC-
TaJbHaA YacCTh TOJICTON KUIIKU UMeeT «IBOMHYIO»
WHTPAMYPAJIbHYI0 HWHHEPBAIMOHHYIO TMOLIEPIKKY
— W3 BaraJIbHOTO U CaKPAJbHOT'O OTJEJI0OB HEPBHOTO
rpebHda (cM. pucyHOK), Tak Kak OHC popmupyercsa
B pesyabrare murpanuu KHI u3 maHHBIX OTIEJIOB
HEpPBHOH TPYyOKH, IpUUYEeM MUTPAIUA U3 CaAKPaJb-
HOTO OT/IeJIa OCYIIIEeCTBJISETCA B 00paTHOM, T.e. Kay-
IaJbHO-KPAHUAJIBLHOM HAIPABJIEHUN.

Buympuympobnaa muzpayus KHI. 3acene-
HUe KUIIeYHON TPyOKM HelpobjacTaMu IIPOUCXO-
IUT U3 ABYX OTIEJIOB HEPBHOI'O Ipe0HS — Barajb-
HOTO (TIepeABUIKEHUE KJIETOK OCYIIECTBJISIETCA B
KpaHMO-KayAaJbHOM HAaNpaBJIEHUU BIOJb BCETO
JKKT) u cakpasbHOTrO (IIepeBUKeHne KJIETOK OCYy-
IIEeCTBJISETCA B 00PATHOM HAIIPABJIEHUU, 3aTIOJTHAA
IVCTAJbHBIN OTAEJ TOJICTOH Kummku) [7].

B macrosiiee BpeMs HEKOTOPHIMU aBTOPAMH
CUMTAeTCs, UTO HAPYIIeHVWe MUTPAIUU WMEHHO

Pucynok. BHyrpumyTpoOHasa Murpaumus KIeTOK HEPBHOTO
rpedHs.

cakpaJsabuoit vactu KHI' aBiasercsa mpuuuHoOi pas-
Butus BI'[7]. [Ipyrue ucciaenoBaTes iy CUNTAIOT, YTO
MaTOJIOTUA MUTPAIMU JUIIb BarajJbHOTO OTHAeJa
KHT urpaer poJis B maToresese araurauosa [11].

B HOpMe MesKMBbIIIeYHbIe HEPBHBIE CILJIETEHUS
MOIYJIUPYIOT CUTHAJBI OT IIapacUMIIaTUYECKUX
HEPBHBIX BOJIOKOH KPECTIIOBOTO OT[eJia IIO3BOHOU-
HUKa. B caydJae OTCYTCTBUS MEKMBIIIIEYHBIX CILJIE-
TeHUH NHTeHCUBHOCTH PAOOTHI TaPaCUMIIATUYECKOMN
HEPBHOM CHUCTEMBI U BBIOPOC AIETHJIXOJWHA IIPO-
TPECCUBHO YBEJINUUBAIOTCS, IPUBOAA K IICEBI000-
CTPYKIIMU araHrJinoHapHoro cermeHnTa [13].

BI', uHTecTMHA/NIbHAA HeWpOHAJNbHAA AUCILIA-
susa (MH]), rumoraurinos u axajaasus BHYTPeHHe-
r0 aHAJBLHOTO CUHKTEpPA OTHOCAT K T.H. QUCTaH-
rsimosaM kuieyHuka [14]. Bonpocs! fuarsoctuxu,
Pa3JIMUYHBIX BapUaHTOB XUPYPTUUECKOTO JIeUEeHUSA
BI' u omeHKa OTHAJI€eHHBIX PE3YJIbTATOB PACCMOTpPE-
HBI B MHOTOUHCJIEHHBIX KaK OT€UECTBEHHBIX, TAK U
3apy0esKHBIX TyOIuKanuax. JlanHbIil 0030 MOCB-
IIIeH OJHOMY M3 BUIOB AVCTAHTJINO3a KUIIEUHUKA
— WH]I. Coraacuo JIOHZOHCKOI KJacCUPUKAIIUU
HelipoMbIlieuHbIX 3abosneBauuit JKKT 2009 roga,
WH]I otHOCUTCA K Heliponatuam [15].

TepMUH <«HWHTECTUHAJbHAS HeHpOHAIbHAST
Iuciia3usi» BruepBble ncnoabzoBasiu C. Nezelof u
coaBT. B 1970 r. mpu omucaumm 3 CayuaeB BPOIK-
IEeHHOI MerakoJIOH B COUETAHWM C TUIepPIlIasuei
MEKMBIIIIEYHOTO HepBHOTO ciieTeHud [16]. Uepes
rox natojor Bazenbckoro yuuBepcurera W. Meier-
Ruge Buepsnle odunuanpao onucaa WHII, kak
3aboJsieBaHUe, KJIMHUYeCKU cxokee ¢ BI', omHako
UMeIoIIlee TUCTOJOTUYECKYI0 0COOEHHOCTh — THUIIep-
IJIa3UI0 TOJCJAU3UCTOTO HEPBHOTO KUIIEYHOTO
CIUIETEHUS U yBeJIUYEHUE AHTUXOJUHICTEPA3HON
(AX3) akTUBHOCTH B 00JIaCTH TTapaCUMIIaTUUYECKUX
OKOHYAHUI B COOCTBEHHOI IIJIACTUHKE CJIM3UCTON
o6onmouku Kumiku [17]. Heo6xoAmMO OTMETHUTBH,
uyto paborer W. Meier-Ruge mo rucrojoruueckoi
uHTepuperanuu narosgoruun IHC oburenpusHaHsbl,
ONHAKO MeTOAbl auarHocTuku zadosesBanHuii OHC
MOAMGUIIUPYIOT U COBEPIIIEHCTBYIOT [18].

Kaaccuduramua NH]T

Kaaccudpuramuio MH]I npeacrasuau B 1983 1.
Fadda u coaBrT., BuIfeuB 1Ba BUAA IIATOJIOTUU: TUI
A (BpoKIeHHAs THUIOILIA3UA AAPEHEePTrUUYECKOro
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komnouenTa OHC) u Tun B (runepniiasus xogImnHep-
TUYEeCKOT0 KOMIIOHEHTA IIOJCJIUBUCTOI0 HEPBHOTO
cmieteHus) [19].

WH], Tuno A — kpaiite peakoe 3abosieBanue (10
5% Bcex ciyuaeB), MAaHUDPECTUPYET B HEOHATAJH-
HOM IIepUOJle PAa3JUUYHBIMU KJINHUUYECKUMU CHUM-
ITOMaMU — OT OCTPOM HU3KOH KUIIIeYHO! HeNIpo-
XOIUMOCTH [0 JKUJKOTO CTyJia C IPUMECHI0O KPOBMU.
OrmeuaeTcsa TUIIO- UJIU AIlJIa3Us aJpeHePTUUECKO
9HC. [IuarHO3 BO3MOIKHO IIOCTABUTH MOP(OJIOTH-
YEeCKU — IPU BHIABJIEHUU YMEPEHHOTO yBEJIUYEHUS
AX39-akTuBHOCTH (NIPU OTCYTCTBUU CHUMIIATHUE-
CKUX CHUHAIICOB OTMEUYAeTCA IOBBIIIIEHNE apacuM-
IMaTUYeCKOro TOHyca). B HacTosIee BpeMs CyIie-
CTBOBaHUE JaHHOM IATOJIOTUY MHOTUMHU KOJLJIETaMU
CTaBUTCA IIOJ] COMHEHUE.

WHO, Tun B, BcTpeuaeTcsa HAMHOIO dUalle, U
06nruyHO TepMmuH VMH]] moapasyMeBaeT UMEHHO BTO-
poii BapuauT narosoruu [20]. Tunuunaa mopdosro-
ruueckasa kaptua MH]II Tuna B BkJIouaeT rumep-
TaHTJINO03, SKTOIINIO TAHTJIMO3HBIX KJIETOK, TUTAHT-
CKUe raHTInu, yBesauuenne AX9-aKTUBHOCTH B CO0-
CTBEHHOI IIJIACTUHKE CJIU3UCTOMN 000JIOUKY KUIITKH.
Yame WH]I nopaskaeT AUCTaJbHbLIE YUYaCTKU TOJ-
CTOM KUIIKW, HO MOKET BCTpedaTbCd Ha JII0O0OM
ypoBae JKKT, B s11060M BO3pacTe, M30JMPOBAHHO
unu B couetanuu ¢ BI'[15, 21]. B mocienuee Bpema
HEKOTOpble aBTOPHI BBIAeNAIOT Tpetuit Tun WHII,
BKJIIOUAIOIIUI MATOJOTUIO MEKMBIIIIEYHOTO U TOJ-
CJIM3UCTOTO HEPBHBIX CcILIeTeHmi [22].

ITHOJIOTH A, TATOTEHE3 U KINHUYECKHE
npoasiaenus NH]L

Oco6eHHOCTH ATHOJIOTUH U ITaTOTeHe3a 3a00J1eBa-
HUA He U3yJYeHbI 10 cux nop. CyIlnecTByeT Ipearoso-
sKeHUe 00 yJaCTUU CePOTOHUHA HEMPOIHJOKPUHHBIX
KJeTOK KUKy [23]. BelABiIeHO, UTO y MalleHTOB C
MH] nmeerca nedunur cybcrannun P [24].

OcHoBHBIM B sTuomnatoreunese MH]I cuuraercsa
HaJInUre TeHEeTUUECKOU IIaToJOTUM, BIAUAIONIEH Ha
smbpuorenes YHC, B pesyinbTaTe uero KHUIITEUHBIE
FaHIJIMA MOI'YT MEHSTH CBOKO ()OPMY M CTPagaTh
dyHKIIMOHANBHO [25—27], XO0Ts mOKa3aHO, YTO Y
namueHToB ¢ UH]I wer myrammit B renax RET,
GDNF, EDNRB, EDN3, 00bIYHO BBIABJIAEMBIX IIPU
BI' [24]. C opyroii CTOPOHBI, BLICKA3BIBAIOTCS IIPE/I-
noJsioskeHusi, uro MH]l aBiadercA omnpeneseHHOU
aganTuBHOI peaxiueii OHC ma HebaarompusTHBIE
dakTOphl (KUIIeUHass OOCTPYKI[MSA, BOCHAaJIeHUE),
JIelicTByIOIMe IepuHaTaabHo [28].

JucKyccuu o mOBOAY NEPBUYHOCTH IIATOJIOTHAYUE-
ckux uaMeHeHui mpu MH]I akTyas bHBI 10 HACTOAIIE-
ro Bpemenu. Tak, mopdosornueckue npusHaku MH]I
HEPEeIKO BBIABJIAJINCH IPU HEKPOTUUECKOM SHTEPO-
KOJINTEe, B IPOKCUMAJbHOM CErMEHTEe IPU aTpe3uu
KUITeYHUKA, BBIMAIEHUN TPSIMON KUIIKN, aHOPeK-
TaJbHBIX MOpPoKax [29]. [oKaaasIBaIoCh 0 HATUIUN
WH]I y nariueHTOB ¢ MyKOBUCITH/I030M, MaJIbPOTAIH-
el KUIIeUHUKA, TUNEPTPOPUUECKUM ITUIOPOCTEHO-
3oM, cuaapomoM ayua [30]. TH]I mo:keT coueTaTh-
Ccs C PasJIMUYHBLIMU 3a00JIEBAaHUAMU — BPOKIEHHON
narosiorueir JKKT, meifipodubpoMaTo30M 1 araHIJIno-

3oM kurteyHuka [31]. Bociponssenenne MH]I B skc-
TIEpUMEHTe TaKiKe TOKa3bIBaeT BO3MOIKHOCTH BTO-
puyHOCTH 3abosieBanusd [32].

Onucanve MH]I B coueranuu c¢ BI' BmepBbIie
onL10 mpexacraBaero B 1977 r. [33]. Takoe couera-
HUEe MOJKeT OBITH DPEe3yJIbTAaTOM HapYIIeHWs Heli-
poHaJBHON wMurpanuu u GOpMUPOBAHUSA 30HBI
araHrJinosa Kuniku, Ha goxe uyero MH]I aBiaerca
Pes3yJIbTaTOM BTOPUYHBIX M3MEHEHUI MIPOKCUMAb-
HOTO II0 OTHOIIIEHUIO K araHTIJIN03y YYacTKa KUIITKU
[34], T.e. UH]] B taHHOM cjiy4yae — IPUOOPETEHHOE
3aboJieBaHUE.

HeonHOKpaTHO YTBEPIKAAIOCH, UTO ONIPEIEJIEH-
HBIM AVCTAHTJIN03 KUIIEUHUKA UMEEeT MECTO B IIPO-
mecce co3peBanud OHC y mereii Miagiiero Bo3pacra
U MOKeT HUBEJMPOBATHCSA cO BpeMeHeM [35, 36].
IIy6nukanus HeEMEIIKUX ITaTOJIOTOB, KOTOPhIe 00HA-
py:xuau npusuaku MH]I[ y 36 meTeit u B3POCIBIX,
He CTPaJaBIINX ANCHYHKIMEH KUIITKY 1 TOTUOIITNX
OT IPYTUX IPUUYMNH, IIO3BOJISIET B HEKOTOPHIX CJIY-
yasgx paccMaTpPUBATh ION00HOE HapYIIIeHUE CTPYK-
TYpbl TAaHJMOHAPHON CeTM KaK BapUaHT HOPMBI
[36]. HexoTophble aBTOPHI CKJOHHBI YTBEPIKIATH,
uto TH]I ¢ BodpacToM MOKeT paspermutbed [22].

Heo6xomgmmo yTouHUTH, uTo W. Meier-Ruge
yepe3 40 sier paboThHI IO TeMaTUKe 3aABJIAET, UTO
WH]I mosxeT OBITH OMHOI 13 (GUBUOTOTUYECKUX 0CO-
OeHHOCTell IeproZa HOBOPOKAEHHOCTH, U AKI[€HTHU-
PYeT, UTO HeJIb3A ONMUPATHCA Ha MOP(MOJIOTHUECKYIO
KapTUHY B IIOCTAHOBKE NUAarHo3a y pebeHKa MJaj-
1re ogHOro roxa [37].

Tem He meHee moxkasano, uto MH]I moskeT npu-
BOAUTH K SKU3HEYTIPOYKAIOIIUM COCTOAHUAM, pPac-
CMOTpPeHHBIM HUKe. [[0 ZaHHBIM €BPOHEHCKUX
MCTOYHUKOB, yacTora BcTpeuaemoctu MH]I cocraB-
aset 1 Ha 7500 HOBOPOKIeHHBIX AeTeli [38].

Kaunauueckas kaptuua MH]I cxomHa ¢ TaKOBOM
npu BI' [39]. Yaie Bcero KJIMHUUYECKUM IIPOSABJIE-
uuem WH]I aBiserca 3afep:KKa CTyJa, WHOTAA C
SMMB0aMU PEKTAJbHOTO KpoBoTeueHUsaA. OOGBIUHO
3aboJsieBaHE MaHU(MECTUPYET C POKAEHUA U HEPEJI-
KO OCJOKHAETCSA KUIIEUHON HEIPOXOAMMOCTHIO,
XOTsS BO3MOYKHO XPOHHUECKOe TeueHue 0OJIe3HU B
BUJE 3a1opa, TPYAHO mojjaroieroca Tepanuu [21,
27]. HexkoTopble aBTOPHI YTBEP:KIAIOT, UTO MHAIM-
euTsl ¢ MH]II B oTsinume OT mamueHTOB ¢ (DYHKITUO-
HaJIbHBIMU 3all0OpaMU He MMEIOT SIMN30J0B BTOPUU-
HOTO Heflep:KaHus Kaja [39].

Oo6mmenpusuano, uto MH]II MosKeT OBITH OTHOM
u3 mpuuuH 3amopa y gereii [40, 41]. Bojaee Toro,
U3MeHeHVe KAaYeCTBEHHOTO0 UM KOJIMYECTBEHHOTO
COCTaBa KUINEUHBIX T'aHIJINEB B HU3BEJAEHHOM CET-
MEHTE TOJICTOM KUIIIKU II0CJIe OIIePAIlUU 10 TTOBOIY
BI' aBndeTcss TPUYMHON HEYAOBJIETBOPUTEIbLHBIX
OTTaJIEHHBIX PE3yJbTAaTOB (3aJep:KKU CTyJa, B3AY-
THA JKUBOTA, HeJep:Kauus Kaja) [42, 43].

Huarnoctuxa WH]

Huaruos MH]I ocHOBBIBaeTcsa Ha Mopdojorude-
CKOM uccienoBanuy creHKy Kuinkuy [21]. B 2004 r.
W. Meier-Ruge u coaBT. ony6JIMKOBaIN KPUTEPUU
mopdosoruueckoit guarHoctuku MH]I[ tunma B, a



yepes 2 roma JomoaHWAM ux: auarHo3 MH]I mpaso-
MOUYEH B CJIyyae aHaJN3a TaHTJINEB MOACIU3NCTOTO
KUIIeYHOTO HepBHOTO cmiuereHus (MeiiccHepa) u
obmapy:xenuu He MeHee 20% TUTAaHTCKUX TaHTJINEB
us 25, ¢ 00s13aTeJbHBIM HajJauumeM 8 u 0ojee Hei-
POHOB B cocTaBe TMTaHTCKoro raHriaus. Cpeswr 15
MUKPOMETPOB TOJIIITUHON IIPeAarajoch WCCJIENO-
BaTh Ha aKTUBHOCTDH JAKTATIAETUIPOTeHA3bl U CYK-
IUHWI-cUHTa3bl. [Ipu aTOM Aesajica aKIleHT Ha TO,
uyTO 00CJIeyeMbIii HMallueHT MOJYKeH OBITH cTapiie
1 rozma [30, 35]. Kpurepuu W. Meier-Ruge npuns-
THI B MEKIYHAPOJAHOM COODIIIECTBE U UCIIOJIB3YIOTCA
npu obciiefoBaHUM OOJBINMUX T'PYIMII HAIMEHTOB,
OTHAKO MOMOJJHAIOTCA U MOTUMUITUPYIOTCA B HACTO-
damee Bpema [44].

B npyrux He MeHee yBaskaeMbIx usganuax MH]
MPUPaBHUBAETCA K MOHATUIO «TUIEPraHrIno3» U
IUarHOCTUYECKUMU KPUTEPUAMU K IIOCTAHOBKE
IuarHo3a MpejaraeTcs HaJuuue IPU THUCTOJOTHU-
YEeCKOM HCCJIeJOBAHUU TUTAaHTCKUX TaHTJIUEB IIOJ-
CJIM3UCTOTO HEPBHOTO CILJIETEHUSA B COBOKYITHOCTU
C He MeHee, UYeM OJHUM U3 NIPU3HAKOB: 1) 9KTO-
nuA TaHTJIueB, 2) nmoBbilieHe AXI-aKTUBHOCTHU B
COOCTBEHHOI IIJIACTUHKE CJIN3UCTON 000JIOUKMU, 3)
yBenndyeHne KoJyuuecTBa AXD HEPBHBIX BOJIOKOH
BOKDYT IOJACIU3UCTHIX KPOBEHOCHBIX cocynoB [43].
B cayuae coueranuma MH]I ¢ BI' mopdosioruueckue
U3MeHeHUA Bcerja cooTBeTcTByIoT Tuny B [15, 21].
WH]I tuna B B npokcuMaJIbHOM OT araHIJIN0O3a Cer-
MeHTe BcTpeuaercs B 15-44% ciayuaes (45—47].

B 1990 r. B 'epmanuu coCTOAICSA KOHCEHCYC II0
Kaaccupuranuy u guarsoctuke MH]I [48], Tem He
MeHee MPUYWHBI, YeTKUe KIANHUYECKUe MPU3HAKU
¥ TPUHIIUIIBI J€UeHUS MMaTOJOTUU JO CHUX IIOp He
oIpezesieHbl OKOHUATEJbHO [28].

MesxayHapoqHOM paboueil IPymmoil mo HeWpo-
mblimiedyHbIM 3a6oseBanuaM JKKT B 2009 r. B Kaue-
CTBe OCHOBHBIX MeTOmoB amarHoctuku WH]I npen-
JIO’KEHO WCCJIeJOBaHNe aKTUBHOCTHU (hepMEHTa JIaK-
TaTAeTupOreHas3bl IPU TMCTOXUMUYECKOM aHaIN3e,
a KpurepuamMu — Hajauyue 8 u 6ojee HEHPOHOB He
meHee ueM B 20% 13 25 MpoCMOTPEHHBIX TAHTJINER B
TIOJICJIM3UCTOM HEPBHOM crteTennu [49].

B HacTosIiee BpeMs OCHOBHBIMU METOJaMU
MOPQMOJIOTUUECKON MUATHOCTUKYU KUIIEYHBIX AVC-
TaHTJINO030B, IOMUMO CTAaHAAPTHOTO WCCJIEJOBAHUA
O6uonTara ¢ OKPacKoii reMaTOKCUMHOM U 903WHOM,
ABJAIOTCA MMMYHOTHCTOXUMUUYECKUN aHAIW3 Ha
aKTUBHOCTb AX9, KalbpeTUHUH (KaJabI[UACBI3bIBA-
foruii 6esok). HekoTophle 1a00paTOPUM UCIIOIb3Y-
IOT ccyiegoBanme Ha 6e10K S-100, HefipoHcTeudu-
YEeCKYI0 €eHOJIa3y, HUKOTHHAMUIAJAEHUHIUHYKJIEO-
mun(HAIH)-TrerpasonuiipeyKTasy, CYKIIMHATIE-
rugporenasy [50].

Jleuenue MH]L

YeTrux pexomeHpanuii no jeuenuro MHI[ mo
HACTOSAIIEro BpeMeHU HeT. KoHcepBaTuUBHOE Jeue-
HMe BKJIIOUAeT [AUeTOTepPanuio, IPOKWHETUKH,
cjaabuTe bHBIE IperapaThl, ITOBTOPHBIE aHAJLHBIE
aujaatanuu. Psag aBTOPOB YKa3bIBaeT Ha BBICOKYIO
9¢GeKTUBHOCTL ITOAO0HOII Tepamuu — uepe3 H—9

JIeT mocJjyie Kypca Jeuenus 85% mnamumenTo u3 105
UMeJIu pPeryaapHbii ety [51]. UyTs meHee apdek-
TUBHBIM KOHCEPBATUBHOE JI€UeHNE IPUSHAIT IPY-
rue KoJuteru — 33—64% [52].

B HeKoTOpBIX caydasgx HeO0e30CHOBATEIbHO
3aABJAETCA O HEOOXOOUMOCTH XUPYPTUUECKOTO
JeyeHUs B ciuydae BelaBiueHusa WH]IL [47], xora
JCHOCTM B TaKTUKe IPU JaHHOM 3aboJeBaHUU, a
UMEHHO B BBIOOpPE 30HBI PE3EKIIUU TOJICTOM KUIITKH,
kak npu BI', mer [53]. IIpenio:keHBl Takume olle-
panuu, Kak cUHKTEPOTOMUSA, PE3EKIUSA TOJICTOM
KUIIIKYW, BPeMeHHas KOJIOCTOMUS C BBIXKUIATEJb-
HO¥ mesbio [54].

Huna pagukanbHOU Koppeknuu WH]I[ mpenpia-
raloTCA XUPYPrudecKre TeEXHUKU, MIUPOKO IIPUMe-
HsaeMble Tpu JeueHuU BI' 1 moapo6HO M3I0KEeHHBIE
B MHOTOUYMCJIEHHBIX PYKOBOJCTBaX — 9TO OIEPAIlNN
Ceencona, Coage, [oamens [55, 56].

Kak exgmHWYHBIE CJyuau OIMCAHBI OIlepaIluu
Y B3POCJBIX HAIMEHTOB C XPOHUYECKOU UIHYPHU-
TEeJIbHOU 3aJEPKKOI CTyJia, KOTOPHIM BBIITOJIHAIN
TOTAJTbHYIO KOJSKTOMUIO C HAJOKEHUEM «BBICOKO-
ro» (6 cM BhIllle 3y0UaTOil JUHUM) UIECOPEKTAIBHO-
0 aHACTOMO3a U MOPQOJJOTUUECKU ITOATBEPIKIAIN
WH] B ymajeHHOUW TOJICTOM KUIIIKE, YTO IejIajo
TaKyi0 O0OBEMHYIO OIlepaluio ompaBmaHHO [57].
KosKTOMUIO y B3POCJBIX HAIMEHTOB C JIEKOMIIEH-
CUPOBAHHBIMU IJINTeJIbHBIMU 3anopamu pu WMH]T
BBITIOJIHSAIOT B TOM YHKCJIE C TIOMOIIBIO JIATIAPOCKOIIN-
YecKUX MeToquk [58].

OrpasnenHble pedyabraThl JeueHusa WMH]I[ mamno
KeM WCCJIeNOBAJNCh B CUJIY HEOTHO3HAYHOCTU U
CJIOXKHOCTU KJIWHUYECKOIN AMarHOCTUKMU, a TaKiKe
B CBABU C HEBBICOKUM BBIABJIEHUEM CTPAAAIOIITUX
3abosmeBanueM mnanueHToB. OgHA W3 IIOCJHETHUX
paboT, HalileHHad HaMW, COAEPKUT TaHHBIE O
Iu3aiiHe MOHOIIEHTPOBOTO MCCJIELOBAHUA KaueCTBa
JKUBHU W HEIOCPEeJCTBEHHBIX pE3yJbTATOB KOH-
CepBAaTUBHOTO WJIU XUPYPTUUECKOTO JieueHus 63
nanuentoB ¢ MH]I uepe3 5 jeT mocjae OKOHUAHUSA
Jeuenus. PesynabTaThl 00CjefOBaHUA HA MOMEHT
HanMCaHUsA JAaHHOTO 0030pa elre He ObLIN OIry0JIu-
KoBaHGHI [59].

B urore, mo:XHO cKasaTbh, uTo Jeuenue WMH]I
CBOAUTCSA, B OCHOBHOM, K Ha3HAaUeHUIO KOHCEPBAa-
TUBHON Tepamuy 3amopa, Ipu HedPHeKTUBHOCTU
KOTOPO# IIpeajaraeTcsi XUPYPrUUEeCcKoe JeUeHUe
[43].

B oTeuecTBeHHOI JUTEpaType MyOJUKAIIUU IIO
npuarsoctuke WH] masnoumcienHbl. HekoTopsble
KOJIJIETH WCIOJIL3YIOT KOJUYECTBEHHBIE METOIBI
THUCTOOMOXMMUUYECKOH akTuBHOCTH AXD B GuorTa-
Te IPAMOM KUIIKHU Y IeTell, YTO ITI03BOJIAET He TOJIb-
KO IUarHOCTHMPOBATH BapMaHTBI JUCTAHTJINO3a (B
ocHoBHOM BI' m rumoraurinos), a TakKe BBIIBUTH
KOPPENAIUI0 MEMKIY TAKECTHIO 3alopa U BeJIUUU-
Ho¥ akTuBHOCTH AX9I [60].

3aKaroueHue

WH] — oguH uM3 BapMaHTOB KUIIEUHBLIX HeIi-
pomaTtuii, KOTOPBIH MOKeT OBITH BPOKAEHHBIM U
npuobpereHHbIM. [{uarnoctuka MH]I ocHOBBIBaeT-




cA Ha OIpeAeJIeHHON MOP(OJIOTUUECKON KapTuHE
— obmapy:xeHuu He meHee 20% TUTaHTCKUX TaH-
riueB u3 25 B moAcau3ucToM (MeilicCHEPOBCKOM)
CIJIETeHUHU, ¢ 00s3aTeIbHBIM HaauumeM 8 u Oojee
HEPOHOB B COCTaBe TUTAHTCKOTO TaHTJINA, a TAKKe
yBeJINUeHUN aKTUBHOCTHU JIAKTafeTAPOreHesnl TP
TUCTOXUMUYECKOM mccyaemoBanuu. uarnos UH]I y
marueHTa MJIAAIIe OJHOTO roJla HeIIPaBOMOYEH.

Kaunnueckue npoasiaernus MH]I cxoKu ¢ TaKo-
BeiMu npu BI', uare pasBuBaioTcs ¢ JeTCKOTO BO3-
pacra u IpeAIoJiaraloT HaJIudne CTOMKUX 3aIll0POB,
WHOTa OCJIOKHAIUXCcA KpoBoTeueHueM us JKKT,
KHUIITeYHON HEIIPOXOAMMOCTHIO.

HecmoTpsi Ha cephe3HOCTH KJIMHUYECKUX IIPO-
SABJIeHUII, OOIMENPUHATHIX MNPUHIIUIOB JeUeHUsd
3aboseBaHuA HeT. VcHob3yIOTCA KOHCEPBATUBHBIE
(muera, cimabuTrenbHBIE TIpPemapaThl, IPOKUHETUKH,

aHaJIbHbIE AUJIATAINN) U XUpYyprudeckue (peseKIiuu
TOJICTOM KUINKKA C HAJOMKEeHUEeM aHAaCTOMO30B II0
Csencony, CoaBe, [[foamMesio, JalapoCKOIIMUYECKUe
mocobusi, HaJIOKeHe BPEeMEeHHbBIX KHUIITeUHBIX CTOM)
MeToabl. CyIecTBYIOT MyOJIUKAIIUN O HAJTUUUN TPU-
sHaxoB H]I post mortem y sui 6e3 KIMHUUECKUX
ee IPOSABJIEHUIT, a TaKIKe O BOSMOYKHOCTY HUBEJINPO-
BaHUSA KJIMHUYECKON CUMITOMATHUKY C BO3PACTOM.

Heo6xonumo panbHeiiniiee mayuenue WMH]IL B
paMKax COBMECTHBIX Pab0T maToMop(0JIOTOB U KJIH-
HUIIACTOB.

Kongauxm unmepecoé: aémops. cmambvbu nodmaeep-
Juau omcymcmeue QuUHAHCO80I noddepicKu pabomot, 0
KOMmopoil Heobx00umo cooou,uma.
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