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NHTepcTrMAIbHBIE NTeiiCMeHKepHbIe KJIeTKH

IIpedcmasaenvl darmble aumepamypsl 00 UHMeEPCMUUUANbHbIX KaemKkax Kaxans (cun. menoyumsl, unmepcmuyuanbiole nelicmeliKkeprole KaAemku,
HUIIK). Bnepsvie smu kaemxu Oviau onucansl C.P. Kaxanem 6 moiueunom cnroe cmenxu kuwku ¢ 1893 e. B nacmoswee epems onu oOHapydicenbl
80 6Cex 0mMOoenax HeeayOOUHO-KUUWEHHO20 MPAKMA OM HUXCHel mpemu nUueo0a 00 NPIMON KUWKU, 4 MAKICe 8 MOHEBbIX U JCENYHbIX NYMSX, npeo-
CmamenvHoli Jcenese, NeHeHu, CeHKax apmepuil U AUM@amu4eckux cocy0os, harnonuesvix mpyoax, Muomempuu, Moro4Hol ryceaese. Hx xapakmep-
HbIMU YAbMPACMPYKMYPHbIMU NPUSHAKAMU A8AAIOMCS 8bIMAHYMAs 6epemenosudnas gopma, onuna om 40 do 100 um, moawuna 0,2—0,5 um, Haruuue
2—5 ompocmkos. [nuna ompocmkos Konebaemes om HeCKOAbKUX 0ecimkoe 00 COMHU [M, HACMb U3 HUX UMeem 6MOpUuHoe U mpemu4Hoe gemene-
Hue, 00pasys mpexmepryo cemv. 3a cuem CHOHMAHHOU 3neKmpuyeckoll (neticmeiikeproii) axkmusnocmu HIIK o6yciroeausarom cokpaujenue 2nao-
KoMbluteuHblx Kaemok. B 3asucumocmu om aokaauzayuu HIIK umerom paznuunsie mopgonocuueckue u yavmpacmpyKmypHole XapaKmepucmuru.
Xapakmephvimu ummynoeucmoxumudeckumu mapxepamu aeasiomes CD117, CD34, S100, sumenmun. ITocpedcmeom eausnus na coomeememsyloujue
peuenmopor UITK omeeuarom Ha 6030eiicmeuss ayemuixoiuna, HOpaopeHaluna, 3Cmpo2ena, npozecmepora, okcuda azoma. UK makwce 3aumodeti-
cmayom ¢ aumpoyumamu, 6asoguiamu, 203uHoduiamu, Helimpopuaamu, MyuHbIMU U OeHOpUMHbIMU Kaemkamu. 1po3Hoil namonoeueil Imux Kaemok
A6ASIEMCS PA3GUMUE M.H. 2ACMPOUHMECIUHANLHBIX CPOMANbHBIX ONYXO0Ael.

Karouegvie caosa: unmepcmuyuaavnas neiicmeiikepuaa kaemrka, kaemxa Kaxaasa, meaowum, 2acmpounmecmunaibrble cmpomaibHsle Onyxoau.

(Becmnuk PAMH. 2014; 7-8: 17—24)

Bsenenue

B 1893 r. wetipoructonor Cantbesiro Pamon-u-Kaxanb
(S. Ramon-y-Cajal) onucan KJIeTKH, PacIoloXKeHHbIC B MbI-
LIEYHON CTEHKE KeJyI0YHO-KHUIIEYHOTO TPaKTa, SBIISIOININ-
ecsl 0COOBIMU 3IEMEHTaMU MHTPaMyPaTbHBIX HEPBHBIX CILIe-
TEHUIl U PETYIUPYIOLIe MOTOPUKY XKETyIOUHO-KUILIEYHOTO
Tpakta. OHM OBLIM JIOKAJIW30BaHbl B UHTEPCTULMU MEXIY
HEPBHBIMU OKOHYAHUSIMU U TJIAJAKOMBILIEUHBIMU KJIETKaAaMU
Y BHEUIHE TOXOXMU Ha HEPBHbIE KJIETKHU, OKPalIWBaJUCh
METUJIEHOBBIM CUHUM U TOJYUIMHOBBIM CUHUM 0e3 apdex-
Ta METaxpoMmasuu, a TaKXKe MMEJU TMOJIOXKUTEIbHYIO peak-
LIMIO TTPY MMITPETHALIMU cepeOpOM, CBOMCTBEHHYIO HEPBHBIM
kietkaM [1]. ITo mpuuurHe aToro PamoH-u-Kaxanb Ha3zBaix ux
«MHTEPCTULIMATIbHBIMU HEMPOHAMM».

OpHaxko Tosbko B 1977—1982 rr. M.S. Faussone-Pellegrini
u L. Thuneberg, ucrnosib3ysl N1aHHbIE JEKTPOHHOU MMKPO-
CKOIMWU, HE3aBUCUMO JAPYT OT Apyra MPUILUIA K BBIBOMY, YTO
BbIIIIEYKa3aHHbIC «MHTEPCTULIMAIbHbIE HEUPOHBI» HE UMEIOT
OTHOIIEHUsI K HEPBHOI TKaHW, a SIBJISIIOTCSI TIPOU3BOTHBIMU
Me3eHxuMbl [2, 3]. KpoMe Toro, Ha OCHOBaHWM TaHHBIX
91eKTPO(PU3NOIOTMYECKUX UCCISIOBAHUI ObUIM TOJYYEHBI

JTOKa3aTeIbCTBA UX TMEHCMENKEpHOUW aKTMBHOCTU, T.€. CIO-
COOHOCTM CaMOCTOSITEJIbHO T€HEepUpOBaTh IJIEKTPUUECKUI
HUMITYJIbC, YTO CTIOCOOCTBOBAJIO BBISICHEHUIO UX POJIU B MeXa-
HHU3MaX COKpallleHUsI IJIaAKOMBIIIEYHBIX KJIETOK |2, 3].

[lepBoHauanbHO 32 WHTEPCTULMATBHBIMU HEWpPOHAMU
CTEHKM KHWILIKHM 3aKpernuioch uMms Kaxans kak ydeHoro,
BMepBble uUX omnucasuiero. [lo3nHee aHalOrMyHbIE KIETKU
BepeTeHO00pa3Hol (OpMbI ¢ JIMHHBIMU OTPOCTKAMM ObLIU
HaiiIeHbI BO BCEX OT/eJax XKeIyJ0YHO-KMIIEUHOTrO TPaKTa OT
HVDKHE TPeTH MUILEBOAA 10 MPSMOi KUIIKK [4—6], a Takxke
B MOYEBBIX ITyTSX, MOYEBOM ITy3bIpe, MOYETOYHUKax [7],
MpeacTaTebHOM Xene3e [8], B 001aCTH MopTaabHbIX TPAKTOB
rnevyeHu [9], xkeayHoM Mmy3bIpe U XKeTUHbIX MpoTokax [10—12],
B cTeHKax aptepuit [13—15] u tumparndeckux cocynos [16],
(annonuessix Tpydax [17, 18], Muomerpun [18—20], monou-
HoMt xene3e [21] u naxe B rutaueHre [22].

Homenknarypa u knaccudukanus

XapakTepHOl OCOOEHHOCTBIO TUX KJIETOK SIBJISIETCSI UX
sokaym3anusi. OHM pacrojiaraloTcsi PsSIOM C HEPBHBIMU

N.V. Nizyaeva, A.I. Shchegolev, M.V. Marey, G.T. Sukhikh

V.1. Kulakov Research Centre for Obstetrics, Gynecology and Perinatology, Moscow, Russian Federation

Interstitial Pacemaker Cells

This article is devoted to interstitial Cajal cells (syn. telocytes, interstitial pacemaker cells, IPC). First those cells were discovered by C.R Cajal in the
muscle coat of the gut in 1893. Nowadays they have revealed in all parts of digestive systems (from esophagus to rectum), urinary and biliary tracts,
prostate, liver, the walls of arteries and lymphatics, as well Fallopian tube, myometrium, mammary glands. Characteristic ultrastructural features
are elongated spindle shape, length from 40 to 100 um, the thickness of 0.2—0.5 um, the presence of 2—5 processes. Length of them ranging from tens
to hundreds of micrometers, some of them have secondary and tertiary branching, forming a three-dimensional network. IPC having spontaneous
electrical (pacemaker) activity are cause to contraction of smooth muscle cells. Depending on the location of 1PC have different morphological
and ultrastructural characteristics. Characteristic immunohistochemical markers are CD117, CD34, S100, vimentin. IPC replay to acetylcholine,
norepinephrine, estrogen, progesterone, and nitric oxide by influence of corresponding receptors. IPC have specific gap junctions with lymphocytes,
basophiles, eosinophils, neutrophils, mast cells and dendritic cells. Grave pathology of those cells are forming gastrointestinal stromal tumors.

Key words: interstitial pacemaker cell, Cajal cell, telocyte, gastrointestinal stromal tumors.

(Vestnik Rossiiskoi Akademii Meditsinskikh Nauk — Annals of the Russian Academy of Medical Sciences. 2014; 7—8: 17—24)
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CIICTEHUSIMU, OKOJIO HEPBHBIX OKOHYaHUI (yalie OGe3mue-
JIMHOBBIX), BOKPYT COCYIOB, KOHTaKTUPYsI TP 3TOM CBOMMU
IUTMHHBIMU OTPOCTKAMU C TJIAAKOMBIIIEYHBIMU, a TaKXe
HEPBHBIMU KJIETKAMU W UX oTpocTkamu [23]. [Tpu momomm
3JICKTPOHHOTO MUKPOCKOIIa YCTAHOBJIEHBI OTJIWYUTEbHbIC
MpU3HaKK KiIeToK Kaxasis: BRITSIHYTast BepeTeHOBUIHAS (hop-
Ma, umHa ot 40 mo 100 pum, TommmHa 0,2—0,5 pM, HaTMdue oT
2 110 5 OTPOCTKOB. JIJTMHA OTPOCTKOB KOJIEOJIETCSI OT HECKOJTb-
KUX JIECSITKOB 0 COTHU [IM, YaCTh U3 HUX MMEET BTOPUIHOE
U TPETUIHOE BETBJIEHUWE, 00pa3ysi TpexmepHyo ceTh. Kpome
TOTO, OTPOCTKU UMEIOT 0CO00E CTPOEHME U CONEPKaT B CBO-
eM cocTaBe crenuduueckue TOHKHME (UOPWIIONOTO0HbIE
CEerMEHTBl U PACIIMPEHHbIE HUCTEPHOTIONOOHbBIE YYaCTKH,
Ha3BaHHbIE MOJOMaMu (OT Tped. podom — YTOJIIEHHbBIE BbI-
nsiurBaHusl). B mocnemHuXx oOHapyXXUBalOT MUTOXOHIPUU,
KaBeOJIbl, SHIOIUIA3MAaTUIECKUI PETUKYIYM, a TakXkKe CIie-
nndrdeckre KablIUaKKyMYJIUPYIOIINe Be3UKYIIbI.

Ha ocHoBanHuu pe3ynbraToB MOpGhOJIOTUYECKUX HCCIIe-
noBanuit T. Komuro [23] BbIIeNIeHO HECKOJBKO MoOpdo-
JIOTUYECKUX BAapPUAHTOB B TMOIYJISLINKM KJIETOK KETyJO0YHO-
KHUIIIEYHOTO TpakTa. B ocHOBy ero kimaccudukaumu erim
VABTPAMUKPOCKOMTYECKE OCOOCHHOCTU CTPOCHUS yKa3zaH-
HBIX KJIETOK B CpaBHeHUU ¢ (HUOPOOIACTAMM U TIAIKOMBI-
LIEYHBIMU KJIETKAMHU (JICHOMMOLIMTAMU), HA OCHOBAHUM YETO
OH TIofpa3neaua ux Ha 2 rpynnbl: kiaeTku Kaxans, i ICC
(ot aHru. interstitial Cajal cells — MHTepCTUIIMATbHBIE KJIETKA
Kaxans), u ¢pubpobracrononobHbie kiaeTku. GudpobdaacTo-
MO1I00HBIE KJIETKU OTHECEHBI B OTJEJIbHYIO TPYIIY, T.K. UMEIOT

Psi BBIpaXKeHHBIX MOPGhOIOTMYECKUX OTJIMIUI: TIPUCYTCTBHE
XOPOIIO Pa3BUTOM I'PaHYJISIPHOI SHIOMIA3MaTUYECKOM CeTH,
MaJloe YMCJIO MUTOXOHAPUI, OTCYTCTBUE Oa3aibHOI MeMOpa-
HBI 1 KaBeod (Taba. 1) [5].

B cBoio ouepenp ICC monpasnensiior Ha 3 tumna. K tu-
my | otHocsaT ICC ¢ HamMeHee BBIpaXEHHBIM CXOJICTBOM
¢ netiomuronuramu; K tumy 11 — ICC ¢ Haubosee BoIpaskeH-
HBIM CXOJCTBOM ¢ Jeiiomuonutamu. Tun Il — nmpomexyrou-
Hbli, nipeactasieH |CC, uMeronmMy PU3HAKK KJIETOK TUTIA
T u Il (cm. Ta6m. 1) [5]. [To UMMYHOTUCTOXUMHWYECKUM XapaK-
tepuctukam [CC mosutusHb mis c-kit (CD117), B To Bpemst
Kak (rbpo0IacTONMONO0HbIE KIETKM OTJIMYAIOTCS HEraThB-
Hoit peakumeit. Cunraercs, uto MITK kaxmoro opraHa nmeeT
cBou ocobeHHocTu (Tab. 2) [23].

CrnemyeT OTMETHTb, 4TO BbimejdeHHBIe T. Komuro ¢u-
Opo0IacTONOMOOHBIe KJIETKU APYTHe WCCleqoBaTe/d Ha-
3bIBAIOT KJIETKAMM CO CBOiicTBaMU KieToK Kaxamst [24].
IIpu atom psn aBtopoB [20] cumtaet, yto Bce ICC, pac-
TOJIOKEHHBIE 32 TpeleTaMH XKeTyIOUYHO-KUIIEYHOTO TpaK-
Ta, oTHocaTcsa K rpynme ICLC. DaeKTpoHHO-MHKPOCKO-
MUYecKre OCOOEHHOCTH 3TOTO THUIMA KIIETOK TPUBEICHBI
B Tabm. 3 [18].

B cBoto ouepens B 3aBUCMMOCTH OT JIOKQJIU3AIMU B CTEHKE
JKEJTyJOYHO-KHUIIIEYHOTO TPAKTa BBIIEISIOT CJEIYIONINE BUIBI
ICC u ICLC [23]. D10 KJIeTKH, pacIoJOKeHHBIE:

« B CyOMYKO3HOM cJioe (OHU JIOKATM3YIOTCS B OCHOBHOM

B CTEHKE TOIMEPeYyHO-000I0YHON KUIIKU U THIOpHUYe-

CKOTO OT/IeJIa XKeIyaKa);

Ta6auna 1. [{uronornyeckuie U yabrpacTpyKTypHbie 4epThl Tpex TinoB ICC B cpaBHeHNHM ¢ (hUOPOOIaCTOMOTOOHBIMU KeTKamu [23]

Knerkn c-kit BII KB IIK 1P MUT HKT Jic) 4 Jlokamu3anus
ICC tuna I ++ — + ++ ++ ++ ++ + ICC-AP
ICC-AP
ICC tuma 11 ++ + ++ ++ ++ ++ ++ + 1CO.CM
ICC-DMP
ICC tumna II1 ++ ++ ++ ++ ++ ++ ++ + ICC-SMP
ICC-AP
FL-AP
FL - — — + + + + ++ FL-SMP
FL-CM

Tpumeuanue. FL. — dubpobaacronono0oHbie KiIeTKH; c-kit — c-kit-mo3uTnBHOE UMMYHHOTHCTOXUMHUYECKOe okpamuBaHue; b1 — 6a3zanbHast
wiactuka; KB — kaBeosibl; [TK — rtoTHble KoHTakThl; [1® — npomexyrounbie dumaments; MUT — muroxonapuu; HKT — 6nmskoe
pacrojioxkeHue K HepBHBIM KiieTKam; [DP — rpanynspHbiii sHmoruiazmMatudeckuii petukyiym; ICC-AP — ICC Aysp6axoBa CIUIETCHUS;
ICC-CM — ICC, okpyxatonme mupkyiasipabie BonokHa; [CC-SMP — ICC cyOMycKymsipHOTO CIJIETEHUSI, JexXalue cyOcepo3HO;
ICC-DMP — ICC ray6okoro mexwmbiimeyHoro crierenus; FL-AP, FL-DMP, FL-CM — ¢ubpo6iacTonono0Hble KIETKH C JIOKaIu3aiuei
B ay3p0axoBOM, ITTyOOKOM MEKMBILIEUHOM CIUIETEHUY, a TAKXKE CBS3aHHbIE C LIMPKYISIPHBIMU MBIIIEUHBIMU BOJIOKHAMM.

TaGmma 2. YJIpraMI/IKPOCKOHI/I‘{CCKI/IC OTJIMYUA MHTCPCTUIIHUATTBHBIX HCﬁCMCﬁKeprIX KJIETOK pa3HbIX OPTaHOB

VasrpactpykrypHbie Komnonentsi ICC/ICLC MeKKiIeToYHbIe KOHTAKTBI

Opran KB BbIT ISP | ABP | MUT | TID MT A® | HKT | KC | KMMK | TI'K | UMK
Marounast Tpyba ++ + + + + + + + 0 0 + +
MuomeTpuit + + + + + + et + +
MoJtouHast kene3a ++ — ++ ++ | +++ + + + + + +++ - +
Muoxkapn XeJlyI04uKoB + — + + +++ + + + + + + — +
DK30KpUHHASI 4aCTh + + + + +EE + + + + 0 0 + +
MOJKETYJOUHOI Kese3bl

ToHkast KUIIIKa + - + ++ +++ ++ + + + 0 0 + +
Toscrast kuika + — + + + + + + 0 0 + +

ITpumeuanue. KB — xaBeonsl; BIT — 6a3anbHas rmtactunka; [NK — rorHblie koHTakThl; [1M — npomeskyrounsie hmiamenTsl; [OP — rpanynsip-
HBIi1 9HJ0TUIA3MATUIYECKU peTHKYIyM; ADP — arpanynsipHblil sHpoMIazmMartnueckuii petukyaym; MUT — muroxonnapuu; [Td — npomexy-
toyHble pumameHTsl; MT — Mukporpyoouku; AD — Tonkue (aktuHoBble) pumamenTsl. HKT — Gimskoe pacrnosioxeHne K HEpBHBIM KJIETKaM;
KC — pacrionoxeHnue psitoM ¢ kpoBeHocHbIMU cocynamu; KUMK — Hanuune KoHTakToB ¢ UMMYHHBIMU KileTkaMu; ['K — Hanmume mioTHbIX
KOHTAKTOB (gap junction) ¢ riaaKOMbIIIEYHBIMU KyleTKaMu; 0 — HaJlM4yKe TECHBIX U TUIOTHBIX KOHTAKTOB He olleHUBajoch. ColepXaHue MUTO-
XOH/IpUii olleHuBau Kak 4,8+1,7% (*) B o6beme utoriasmsl; 8,7+0,8% (**).
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Tabmua 3. luarHoctnyeckue u yasrpactpykrypHblie Kputepun ICLC, Ha3biBaeMble «TUIATUHOBBIM CTaHAapTOM» [ 18]

YAbTpacTpyKTypHbIE YePThI

XapakTepucTUKu

1. Jloxanuzanus

Bue snuTennanbHOTO CIOST

2.TecHoe pacnoyioXeHue ¢ IPYTUMU KJIeTKaMu

HCDBHbIe OKOHYAHUsA, STIUTEINATIbHBIC KJIETKU, INIaAKOMBIIICYHBIE KICTKU, KaUJIAPbI

3. XapaK’I‘epI/ICTHKa OUTOTIIa3MaTUYCCKUX OTPOCTKOB:

* YUCIO * 1-5, vamie 2—3

* JJIMHA * OT JIECSATKOB JIO COTEH UM

° TOJILLMHA * HepaBHOMepHas, <0,5 um

* dopma * YETKOBHMJHBIE, OOBIYHO C MUTOXOHIPUSIMU B YTOJIIEHMSIX
+ Ca2"-0cB0oGOXIAIOIINE BE3UKYIIbI * MPUCYTCTBYIOT

* BETBJICHUE * JIUXOTOMHUYECKOE

¢ OpraHusaunud B CETb

HaﬁI/IpI/IHTHaﬂ CHUCTEMaA, MEPEKPBIBAIOIIAACA HUTOIIa3MaTUYECKUMU OTPOCTKAMU

[noTHBIE KOHTAKTHI (gap junctions)

C r1aaKOMBIILIEYHBIMU KJIETKAMU WJIU IPYT C IPYTOM

BazanbHas miacTMHKa

WMHorna npucytcTByeT

Kaseont

2—4% obbema nutoruiasMel, ~0,5 KaBeosbl / 1 UM [UTMHBI KJIETOYHON MEeMOpPaHbI

MuToxoHnpun

5—10% oObeMa LUTOTIA3MBbI

DHIOMIA3MaTUYECKUIT PETUKYITYM

Oxono 1—2%, BcTpevaeTcs Kak rpaHy/IsIpHbIiA, TaK M arpaHyJisipHbIii

Lurockener

ITpoMexxyTouHble M TOHKUE (DUJTAMEHTBI, a TAKXKe MUKPOTPYOOUKH

4
5
6
7
8
9
1

0. ToscThie MUO3WHOBBIE (DUTAMEHTHI

He OIPENCIIAITCA

. CcybCepo3HOM Clloe;

«  BHYTPU LIUPKYJSIPHBIX M MTPOAOJBbHBIX MBILIEYHBIX CJIOEB;

. 007acTM PEruoHaJbHOIO HEPBHOTO MEXMBIIIEYHOTO
(Ayap0axoBa) CIUIETeHUsI, HaXOMSAIIErocs: MEXIy ITUPKY-
JISIPHBIM M TMPOJOJIbHBIM MBIILIEUHBIMU CIIOSIMU;

« 00yacTH TIIyOOKOTO BHYTPUMBILIEYHOTO HEPBHOTO CILIe-
TeHUs! (XapaKTepHOTO Ul CTEHKU TOHKOM KUIIIKK).
BaxxHO OTMETUTDH, UTO B 3aBUCHMMOCTHM OT TJIYyOMHBI pac-

noJioXeHus: B MblledHoi cTeHke ICC uMeloT pasiauyHbie

Mopdoaornueckre xapaktepuctuku. Tak, ICC AyapbaxoBa

cruteteHust npeactaBiaeHsl TpeMs (I-I11) tunamu ICC, B TO

Bpems kKak cpenu ICC rryboKoro MexMBbIIIEUHOTO HEPBHO-

ro cruieTeHus npeobsamaioT kiaetku tumna Il (cm. Tabdn. 2).

Kuetku, Haxoasmecs: BHyTPU LUPKYJISIPHOTO U MPOAOJIBbHO-

IO MBIIIEYHOTO CJIOS CTECHKW KUIIKH, UMEIOT I10 2 OTpPOCTKa

C OpUeHTallMel BIOJIb OCU KMILIEYHUKA, a Y KJIIETOK, PacIoyio-

SKEHHBIX PSIIOM C AyapOaXOBbIM U ITyOOKUM MEXMBIIIEUHBIM

HEPBHBLIM CIUIETEHUWEM, HaOJI0JaloT OT 3 10 5 OTPOCTKOB

C XapakKT€pHbIM THUIIOM BC€TBJICHUSA: HAa BTOPUYHOC, TPETHUY-

HOe U BeTBJIeHUe Oojiee Bbicokoro mopsinka [23]. ICLC,

JIOKQJIM3YIOIINECS B TMOACIM3UCTOM CJIoe, B T.4. PSIIOM

¢ Ayap0axoBbIM U BHYTPUMBILIEYHBIM PETMOHATBHBIMU HEPB-

HBIMM CIUIETEHUSIMU, OOpPa3ylOT OTHOCUTEJIBHO HEOOJIbIIIOe

YUCJIO MEXKJIETOYHBIX KOHTaKTOB [18, 23, 25]. Ha ocHoBa-

HMUM OOIIHOCTH Mopdosorudeckux xapakrepuctuk [CC u

ICLC M.S. Faussone-Pellegrini 1 L.M. Popescu npemioxumm

Ha3bIBaTh UX TeJOIUTaMu (OT Tped. telos — Teno, cyobekT),

a OTPOCTKHU ATUX KJIETOK — TejonoausiMu [26]. OqHako, co-

IJIACHO COBPEMEHHOW MeXIyHAapOJIHON TI'MCTOJOTUYECKOM

tepmuHosioruu [27], kinerku co coiictBamu ICC u ICLC

cylefiyeT HA3bIBaTh WHTEPCTULIMATBHBIMU TMeWCMEKEPHBIMU
kinerkamu (UTTK).

HcTounuk Pa3BUTHUA

IIpoucxoxnenue MIIK, x coxaneHuio, 10 KOHIA HeE
YCTAHOBJIEHO, XOTSI MHOTHE aBTOPBI MPUIEPKUBAIOTCS MHE-
HUsT 00 ux meseHxumanbHOU mpupone ICC [28, 29]. Tlo-
Ka3aHO, YTO Yy HOKAyTHOW JIMHMM MbIIIeH ¢ HehULIUTOM
[JIMAJIBHOTO HeiipoTpodudeckoro dakropa GDNF (glial
cell line-derived neurotrophic factor), He0OXOOMMOIO ISt
00pa30oBaHMsl HEMPOHOB KHILNEYHMKA, COXPAHSETCS TMepH-
CTaJIBTUYECKasi aKTUBHOCTH [29], a TpW M3yYeHUN MBIIIIMHBIX

9MOpHOHOB ¢ 14-ro 1m0 18-ro mHS OblLIa BBISIBICHA mudde-
PEHIIMPOBKA ME3eHXMMaJIbHOUN KJIETKU-TIPEANIECTBEHHNKA
Ha 2 JIVHUU: JIEHOMUOIUTHI M KJIETKU TPOBOSIIEH CUCTe-
mbl [30]. Tak, Me3eHXuMMajbHasi CTBOJIOBasl KJETKa-TIpe.l-
IIeCTBEHHUK dKcmpeccupyeT 2 mapkepa: SM-MHC (smooth
muscle miosin-heavy chain — TsoKenble LEMM TaTKOMBbI-
meyHoro mMuosuHa) u CD117. SM-MHC saBnasietcs crenu-
duyeckuM MapKepoM 3MOPUOHAJIBHBIX TJIaAKOMBIIIEYHbIX
Ki1eTok. B mporuecce nuddepeHINpoBKY B TIaAKOMBIIIIEY -
HBIX KJIETKaX colepxkaHuWe MapKepa MOCTENIeHHO HapacTaer,
B To BpeMsi kak CD117 ucuesaer. ICC, HanmpoTuB, xapak-
TepusyloTcss HU3KUM coaepxkanueM SM-MHC u BbicoKuM
CD117 [31]. Joka3aTeabCTBOM MeiicMelKepHON aKTUBHOCTH
umeHHo c-kit (CD117)-1on0oXUTeNbHbIX KJIETOK SIBJSIETCS
OTCYTCTBUE COKpaAILUICHUA TJTAAKOMBIIICYHBIX KJIETOK KUIIECY-
HHUKa y HOBOPOXK/ICHHBIX MbIIIAT TpaHCFEHHOI\/‘I JIMHWUU C MyTa-
uei cneurduyHOro JoKyca reHa, konupyoiiero c-kit [28].

Hapsmy C O9TUM Ha3HA4Y€HUEC SKCIECPUMEHTAJIbHBIM XU-
BOTHBIM B TE€YCHUEC MeEcCsLa I/lMaTl/lHl/IGa MpUBOAWJIO K Ha-
PYIICHUIO CHHTE3a TMPO3MHKMHA3HOTO TPaHCMEeMOpPaHHOTO
peuenropa c-kit. Tlpu stom ICC npuobpertasn CXOACTBO
C IJIAIKOMBIIIEYHBIMUA KJIETKAMU: B YaCTHOCTH, B HUX IO-
SIBJISUTACH TTOJIOKUTENbHAS 3KCIPECCUsT TIIaIKOMBIIIIEYHOTO
akTuHa (a-SMA), a 4uCiI0 KJIETOK, comepxamimx c-Kit, 3Ha-
YUTEJIBHO yMeHbIlanoch. OIHAKO OTMEHa TperapaTta MpH-
BOAWIA K BOCCTaHOBIeHMIO yncina u ¢pynkiuuu ICC, B T.4.
c-kit-mionoxxuTenbHbIX Ki1eToK [32]. B To ke BpeMsl Helb3st
WCKITIOYUTh BO3MOXHOCTh UM dOEPEHIIMPOBKYU TTOMYIISII
UIIK B apyrve ructosiornyeckue TUITbI, HallpUMep B Me30-
TeMouuTHI [33].

Mikkelsen u coaBt. [34, 35] mokaszaiu, 4TO OTPOCTKU
NITK, ToMrUMO MEXKIIETOYHBIX KOHTAKTOB C TJIATKOMBIIIIEY-
HBIMUA U HEPBHBIMU KJIETKAMM, MOTYT 0OPa30BhIBaTh CIEIU-
aJbHbIe TUTOTHBIE MEXKJIETOUHBIE KOHTAKTHI (gap junctions)
¢ UIMMYHHBIMU KieTkamu. Hepenko omna MITK mnmeer KoH-
TaKThl C HECKOJIbBKUMHU KJIETKAMU, B T.4. C Pa3HbIMU TUIIAMU:
TYYHBIMU KJIETKaMU, 303MHOMWIaMU, 6azodwiaMu, HEUTPo-
bunamu, TUM@OIUTAMH, ICHAPUTHBIMM KJIETKaMM. Takue
TUTTBI MEXKJIETOYHBIX KOHTAKTOB 10 CTPOGHUIO OTYACTH Ha-
TMOMWHAIOT CUHATNITUYECKUE, HO SIBISIOTCS YHUKAJIbHBIMU
U HE BCTPEYAIOTCSI CPENU IPYTUX BUIOB MEXKIECTOUHBIX B3a-
UMOJEUCTBUI. BBIIENSIOT HECKOJIBKO THUIOB MEXKIJIETOU-
HbIX KOHTakTOB MTIK: TOueuHbIe, HAHOKOHTAKTHI M TUIOCKUE
KOHTakTHl [34]. [IpuMeuaTelbHO, YTO 3TOT BMUI KOHTAaKTOB
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MOXET CYIIECTBOBAaTb B TEUYEHHE KOPOTKUX IPOMEXYTKOB
BpeMeHU. Hesb3si UCKITIOUUTb, YTO UMMYHHbIE KJIETKH OCY-
wectBastior peryasauuio UMITK. Hanpumep, TydHble KIETKH
cekperupytoot untepiaeiikua (MJ1) 9 u SCF — dakrop pocta
CTBOJIOBBIX KJIETOK (JIUTaHI c-Kit), CrIocOOCTBYIONINIA BBIKM-
BaHMIO KieToK [34]. Umetorcst manHble, uto UJI 9 mpuBoguT
K yBenumueHuto pasmepoB MITK u ux oTpocTKOB, ycunuBas
reicMeKepHyIo akTUBHOCTD [36].

MOJIeKyJISI])Hl;Ie A UMMYHOIIMTOXUMHYECKHE OCOOEHHOCTH

[Mpn uMmMmyHOrHCTOXMMUYECKOM HccienoBanun B MITK
0OHApYKEHO OOJIbIIIOE YMCIO0 MApKepOB, XapaKTepPHBIX st
ME3eHXUMAaJIbHBIX KJIETOK, a TakXke KJIETOK HEPBHOM TKa-
HM, TEeMATOMO3TUYECKOTO psiia U SHAOTEIUATbHBIX U TPO-
TeHUTOPHBIX KJIeTOK [37]. B KauecTBe HanboIee XapaKTepHBIX
st UTTK pacecmatpusaror CD34, CD117/c-kit, BuMeHTHH,
PDGFa, a takxke S-100 1 HecTuH (Ta6:1. 4). OmHAKO 3KCIpec-
CHUPYIOTCSI OHM T0-pa3HoMmy. Tak, mist uneHtudukanuu [CC
HeoOxonnma TosioxuTtenbHast peakius ¢ CD117/c-kit. dns
omnpenenennsi ICLC ucnonb3yior PDGFa (platelet-derived
growth factor receptor a — TpoMOOLIMTapHBII (haKTOP POCTa),
B TO BpeMs Kak CD117 MoxeT ObITh HeTaTUBEeH (CM. TaoI. 4).
TMonoxurenpHas peakuuss CD34 u BUMeHTHHA HAOII0IAeTCs
kak B ICC, Tak u B ICLC [24, 37].

Jpyrue mapkepbl, Hanmpumep necmuH, CD44, kaBeo-
JIMH- 1, TT0 MHEHUIO OMHUX aBTOPOB [13, 17], Takke SIBASIOTCS
xapakTepHbiMu st onpeaesnenus UITK, onHako apyrue mc-
cJienoBaTe I OTPUIIAIOT MX 3HAUMMOCTh [37, 38].

Hapsiny ¢ 3TUM MHOTME MapKepbl, B YaCTHOCTH XpO-
MorpaHuH A, PGP 9.5 (protein gene product 9.5), GFAP
(glial fibrillary acidic protein — rauanbHbIl (GUOPULISIP-
HBII KUCJBIA O€sIoK), XapaKTepHble s KJIeTOK HeHpo-
HasbHOTO TIpoucxoxaeHusi, B MITK uMeloT oTpuuateabHyo
peakuuio. Xotss MITK u obGnamaioT ompeneseHHBIM MOp-
¢osornueckum cxXoacTBoM ¢ (GudpodIacTaMu, OCHOBHOM
(epmeHT (pudpobdracroB — mponua-1,4 rugpokcunaza —

Ta6auua 4. DKcrpeccusi MMMYHOTMCTOXMMHUYECKUX MapKepoB
B MHTEPCTUIIMATBHBIX TIEWCMEMKEPHBIX KJIETKAX

Mapkepsi 'YpoBeHb IKCIpeccun
CD117/c-kit ++++
CD34 +++
Alpha-riaaKoMbIIIeUHbI aKTUH +
CD57 +
S-100 ++
BumenTuH ++
JlecMuH +
Hectun +
Heiiponcrienmduueckas sHomnaza (NSE) +
GFAP —
CD68 +
CD62P —
CDla -
XpomorpaHuH A —
PGP9.5 —
Konnexcun 43 ++
Mponwui-1,4 runpokcuinasza -
Ipumeyanue. + — caaboe MMMYHOTMCTOXUMHUYECKOE OKpallnBa-
HUe; ++ — yMepeHHOe MMMYHOTMCTOXMMHUYECKOE OKpAIIMBaHUE;
+++ — BbIpaXeHHOE HMMMYHOTHUCTOXMMHMUYECKOE OKpalIMBaHUE;
+ — HENmoCTOSIHHOE WMMMYHOTHCTOXUMUYECKOE OKpallliBaHKE;

— — OTCYTCTBUC UMMYHOTUCTOXMMHUYCCKOTO OKpalllBaHUWA.

B HUX He cuHTtesupyetcs |39, 40]. Hekotopble ocobeHHOCTH
nmmyHodeHnotuna MITK moryr 3aBucers oT opraHa, B KO-
TopoM oHM pacnosnoxeHbl. K nmpumepy, UITK muomerpus
MMEIOT PEeLenTOpbl CTPOreHa u rnporectepoHa [20].

B UIIK npucyrcTByeT OGO0JbIIOE KOJUYECTBO (hepMeH-
TOB, TakuXx kak NO-cuntaza (eNOS u nNOS — snHnorenu-
abHBI M HelpoHaIbHBIM BapuaHT), NADH-muadopasa,
Mn-cyrepoKcuaaucMyTasa, reMmokcurenasa tui 11 [41].

OcHosHoii mMapkep MITK — c-kit, sBasiommiicss TpaHc-
MeMOpaHHBIM TUPO3UHKUHA3HBIM peulerntopom tumna 11,
YUYaCTBYET B PETYJISIIAU Psifia KIETOYHBIX JTUMHUI: CTBOJIOBBIX
KJIETOK, TeMATOMO3TUUYECKUX KIIETOK (BKITIOUAst TyIHBIE), Me-
nma"HonutoB. B UIIK oH HeoOXomum mIss OCYIIECTBICHMUS
neiicMeKepHOil aKTUBHOCTU. JleiiCTBUTEIbHO, HOOABICHIE
B KYJIBTYpY KJIETOK aHTaroHucra c-kit mmaruHubGa mpuUBO-
IUT K YMEHBIIEHUIO aMIUIMTYIbl MBIIICUYHBIX COKpAIIeHUN
MMOILINTOB MaTKM, a TaKXe KHUIIEYHOW CTEeHKH Y 4eoBeKa
¥ XKUBOTHBIX |20, 42, 43].

Bwmecte ¢ Tem neficmelikepHasi aKTUBHOCTb HAXOIUTCS TTOIT
BJIMSTHUEM MHOTUMX TOPMOHOB M MEIMaTOpoB. Tak, ameTmi-
XOJIMH W HOPaJIpEHATINH YCWJINBAIOT OCLUMWUTITOPHYIO aKTHB-
Hocth MITK. B 10 ke Bpemst NO, HaIrpoTuB, CIIOCOOCTBYET €€
cHkeHu1o [44]. MHTtepecHo, uto MoHookcua yriepona (CO)
TaKke MOXeT (DyHKIIMOHMPOBATh KaK MOJIEKYJIa-MeCCeHIKep
[41]. Mexanuam, Heobxomumblii Wit (popmupoBanus CO, xa-
pakrepeH misi MIIK ¥ rimagkoMbliedHbix KIeTokK. [Ipu atom
OKCHUJI yriieposa, oOpasysch B TIpoliecce Ierpagaliii reMa Ha
OWJIMBEPIMH U MOH XeJe3a, 00IaaaeT TOPMO3SIINM ACHCTBUEM
Ha WITK myteM akTuBalMy KaMeBbIX KAHAJIOB, YTO TIPUBOINT K
paccabnstoiemMy IeCTBUIO Ha I1aKOMBIIIeYHbIe KIeTKu [41].

Poub meiicMelikepHbIX KJIETOK B HOpMe
Y TP NATOJIOTHHI

B skcnepuMeHTaIbHBIX MCCIEIOBaHUSIX ObLIa MOKa3aHa
BO3MOXHOCTb M30MpATeIbHOM MOMYJSLIMU MelicMeiKepHOit
AKTUBHOCTM OJIOKATOPaMM KaJbL[MEBBIX KaHAJIOB, a TakKXke
WHTMOMTOpaMU KaJIbLIMIACBSI3bIBAIOLIETO Oe/iKa KaJlbMOMYJIM-
Ha. [TocreaHue yMeHbIIAIN YaCTOTY OCLVILISIIIUIA B KYJIBType
MIIK, BblIeIeHHBIX M3 Pa3HbIX MBIIIEYHBIX CJIOEB CTEHKU
KuieyHuka [24, 25]. Ipu arom UTIK, kak ICC, Tak u ICLC,
M0-Pa3HOMY BOCIIPMHMMAJIN 9K30T€HHbBIC CTUMYJIbI, BbI3bIBAsI
COKpAIIeHUs OTACIbHBIX MBIIIIEYHBIX TPYITIT C Pa3TNYHOMN aM-
TUIUTYI0W U yacToToii. Ha ocHOBaHMM MpOBENEHHBIX UCCIIe-
JOBaHUIi aBTOpHI caenanu BbiBos, yto UITK obpasytor ToHKO
peryjaupyeMylo pa3BeTBICHHYIO CHCTEMY, 00ECIEeYMBaIOILYIO
pa3HOHAIPaBJIEHHbIE TIEPUCTATBTUYECKIE IBUXKECHUS [JIaJKO-
MBIIIEYHBIX BOJIOKOH [24, 25].

B cBs3u ¢ atuMm cienyer 100aBUTH, UTO paHee, OO0 OT-
KPBITUST TIEMCMEMKEPHBIX KJIETOK, CJIOXHBIC MEePUCTATIBTH-
YeCcKUe IBIWXKEHUS CTEHOK TIOJIBIX OPTaHOB OOBSICHSIIUCH
MEXaHMUYECKUM BO3IEHCTBMEM Ha MbIIIIEUHbIE BOJOKHA. Ha-
MpUMeEp, CUUTATU, YTO MEXaHUYECKOE PACTSIKEHUE CTEHKH
opraHa CItocOOCTBYET TeHEePAINU TTEPUCTATETUIECKOM BOJTHBIL:
T.€. TIEPETOJTHEHNE MOUYEBOTO TY3bIPST WJIM KUIITKU OOYCIIOB-
JIUBaeT MX oropoxHeHue. [1o aTolt aHasOrMKM HavYaJI0 poao-
BOI IESITEIbHOCTH TaKkKe CBSI3BIBATH C 3(PheKTOM repepacTsi-
JKEHUsI MUOMETPUST Ha MO3THUX CpoKax OepeMeHHOCTH [45].
OpHaKo CJIOXHBIE NBUXKEHUSI CTEHOK MAaTKM TPU MOMOIINA
TpaHCAOJOMUHAIIBHOTO YJIBTPa3BYKOBOTO MaTYMKa OBLITH 3a-
PETUCTPUPOBAHbI ¥ BHE OepeMeHHOCTH [46].

CorlacHO TaHHBIM JIUTePaTypbl, BO BpeMsi MEHCTpyaluu
BOJTHA COKpAIEHUI MaTKW CBEpXY BHU3 HATpaBjieHa Ha W3-
THaAHUE MEHCTPYaJIbHOI KPOBH, a BO BTOPOIi TIOJIOBUHE LIMKJIA
BOJTHA CHU3Y BBEPX HEOOXOAMMA JIst 00JIeTYeHUST TPOHUKHO-
BEHUSI CTIEPMATO30MI0B B MaTKy U MaTOYHbIE TPyObl. OmHAaKO
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B MEPUOJ MMITIAHTAIIMU, COOTBETCTBYIOIINIA 22—23-M THSIM
MEHCTPYaJbHOrO 1[MKJIa, MaTKa HEe JIOJDKHAa COKpPAalaThCsl.
Hanuuue B 3TOT TepuoOI TMOBBIIIEHHOW COKPATUTEIbHOM
AKTMBHOCTU MUOMETPUSI XapaKTepHO UIsl psia 3a00JieBaHUIA
BOCIAJIUTEILHOTO XapakTepa M 9HIOMETPUO3a, UTO U JIEXKUT
B OCHOBE HapyllIeHUil HOPMaJIbHOU alre3uy U UMIUIAHTALIUKA
sMbpuoHa [47].

B HOpMaJibHOI1 JXe MaTKe BO BpeMs «OKHa UMIUIAHTALIMK»
oTMeyvaeTcs u3bupaTebHasl PeryJsiiis COKpaTUTETbHON aK-
TUBHOCTU MBIIIEYHBIX BOJIOKOH BHYTPEHHETO CJIOsI, KOTOpast
CITIOCOOCTBYET MMIUIAHTAIIMMA B y9acTKe SHIOMETPUS, Hau-
0oJiee TTOIXOMSIIETO VISl pa3BUTHSI OYAYyIIEro Iioaa, 1 mpe-
[ISATCTBYET HU3KOMY IIPUKPEIJIEHUIO TUTALIEHTHI [46, 47].

CorylacHO COBPEMEHHBIM TPEICTABICHUSIM, HEMATOBaX-
HYIO POJIb B OCYIIIECTBIEHUU POJOBOI NESITEIbHOCTH UTPAIOT
UIIK matku. Tak, mpu cpaBHEHUU OOpa3llOB MUOMETPUS,
B3SITBIX Y XEHIIIMH BO BPeMs OTlepalluy KecapeBa CEYeHUsI,
CO CTPYKTYpOIf HeOepeMeHHO! MaTKU BBISIBJIEHBI CYIIIECTBEH-
Hble OTINYUsL. METOIOM 3JIEKTPOHHOW MUKPOCKOIIUM TI0-
Ka3aHO YBEJIMUEHUE YUCIIa U 00beMa BHEKJIETOUHBIX BE3UKYIT
U 3HAYUTEJIbHOE YTOJIIEHUE IOAOMOB B MUOMeTpuu Oe-
peMmenHoli Matku [48]. Kak ymoMmsiHyTO BBIIIE, TTOTOMBI —
9TO LMCTepHOMNOM00HbIe y9acTKu B oTpocTKax MIIK ¢ namm-
YUeM CKOTUIEHWII MUTOXOHIPWi, KaBEOJ, 3JIEMEHTOB DHIO-
MJ1a3MaTUIECKOM CeTH, a TaKXKe KalbIIMHAKKyMYyIUPYIOIINX
U OCBOOOXTAIOIIMX Be3uKyd. [Ipm OGepeMeHHOCTHM Takxke
YBEIUYEHO YMCIIO MeXKIeTOUHbIX KOHTaKkToB MITK ¢ umMMyH-
HBIMU KJIETKaMU: OIHA WHTEepCTULIMATbHAs TeiicMeliKepHas
KJIETKa B3aMMOJEICTBYET C MSATHIO KIETKAMU WMMYHHOTO
psna [35]. Bnexrpodusnonoruyeckue xapakrepuctuku UITK
MUOMETPUSI BO BpeMsi 06peMEHHOCTU TakKe 3HAUYUTEJIbHO 13-
MeHsIoTCs [48].

Takum o6pa3zom, Bo BpeMsi 6epeMEHHOCTH ITPOUCXOIUT 3Ha-
yutenbHas TpaHchopMmanus MIIK, creneHb «3penocTu» KOTO-
PBIX OTpE/eIsieT MOMEHT HacTyIuieHus: poroB [48, 49]. B cBs3u
C 9TUM OOJIbIIONM MHTEPEC BbI3bIBAET OOHAPYKEHME BBICOKOM
AKTUBHOCTM KOHHEKCUHa-43 B MMOMETPUU OEpeMEHHOM >KeH-
HIUHBI. MI3BeCTHO, YTO KOHHEKCHUHBI — 3TO CEMENCTBO OEKOB,
YYaCTBYIOIIMX B 00pa30BaHUU Pa3HBIX TUITOB MEXKICTOYHBIX
koHTakToB. K 36—40 Hen recraivy B UTOILUIA3ME U OTPOCTKAX
HIIK otMeuvaeTcss MakcMMasibHasi KOHLEHTpauust Hedocho-
PWIMPOBAHHOTO KOHHEKCUHA-43 10 CPaBHEHUIO C MHTAKTHBIM
MuomeTpueM. Haunbosee BbIpakeHHOE OKpalliBaHNEe KOHHEK-
cuHa-43 HabmonaeTcsl B 00pasiax MUOMETPHUSI, B3SITHIX Y XKeH-
IIIUH BO BPeMsT KecapeBa CeueHUs (B TeJie MaTKU M YTOJIIIIEHHBIX
rurieptpodupoBaHHbIX oTpocTkax MITK, a Takke B T1anKoMbI-
IIeYHBIX KJIeTKax). B Muomerpun HeOGepeMeHHOW KeHIIWHBI
JAaHHBI MapKep OmpenessieTcsl ToJbKo JokaibHo — B MITK
OTJIEJTEHBIX MEXMBIIIIEUHBIX TIeperopookK [40].

[MTpu wuzyyenun xynwrypbl kiaetok HMIIK ycranoBieHo
Bbicokoe conepxanue VEGF u WUJI 6, 4to, BO3MOXHO, CBH-
JIETEJILCTBYET 00 y4acTUU BTUX KJIETOK B nuddepeHInpoB-
K€, HEOAHTMOTeHe3¢ M KOHTPOJIE KJIETOYHOIO pocTa APYrUX
kierok [37]. IMockonabky MITK cBOMMU OTpOCTKAMU MOTYT
(opmMUpoBaTh KOHTAKTHI C IPOTEHUTOPHBIMU KJIETKAMU pa3-
JMYHOU ctamuu nudhepeHIIMPOBKY, TO Psili aBTOPOB TIpe-
ToJIaraet, YTo TaKUM 00pa3oM WHTEPCTUILIMAIBHBIE OTPOCTKH
KJIETOK 00pa3yloT MUKPOOKPYKEHUE, CBOEOOPA3HYIO «KaHBY»
IIJIST pa3BUTHUSI HOBBIX KJIETOK [37].

[MosiBieHWe HOBBIX 3HAHUIT O CTPYKType W (DyHKUIMHN
WUIIK, BeposiTHO, OymeT crocoOCTBOBATh, YTOUHEHUIO 3BE-
HbEB TATOTeHE3a Pa3JIMYHBIX TMaTOJOTUYECKUX IPOIIECCOB
U UAMOTIaTUYeCcKUX 3aboseBaHuil. Tak, mporpeccupoBaHUe
6onesnu [upmmpynra u Gonesnun KpoHa compoBoxmaercs
noBpexaeHueM u rudenpio ICC. IMpu 6onesnn KponHa o6-
HapyxwuBaior ICC ¢ mpu3HakamMu IUCTpOopUU U TOTepel
CDI117; TakKXe TUMUYHO OOpa3oBaHUE CITEIM(PUICCKUX ac-

conuauuii ICC ¢ TyunbiMu kiietkamu [50, 51]. I1pu rHOiHBIX
MOPaXXeHUsIX, B YACTHOCTU TIPU MEPUTOHUTE, YCTAHOBJICHO,
4TO HeUTpodubl, 00pa3ysi KOHTaKTbl ¢ oTpocTKamu MUIIK,
yepe3 npoaykinio NO CHUKAOT B TMOCHIEIHUX 3JIEKTpUIe-
CKYI0 aKTMBHOCTb, YTO MPUBOANT K OCJIA0JIEHUIO TIEPUCTab-
TUKU KULIeyHuka [51].

CxomHble MOP(DOTOTMYECKUEe M3MEHEHUST UMEIOT MECTO
M 4Yepe3 HECKOJIBKO JIeT TOCJIe HAJOXEeHUs MEXKUIIEYHO-
ro aHactomosza. K mpumepy, Ha ydactke 1—5 cM OT Kpast
aHacToMo3a 3apeructpupoBaHo ymeHbiieHue uyucia MITK,
YTO OOYCIIOBIMBAET CHUKECHUE TEePUCTAIBTUYECKON BOJIHBI
W YMEHbIIIEHUE 3JIEKTPOPU3NOTOTUIECKON aKTUBHOCTH.
[Ipu 3TOM YKCIIO HEUTPODWIOB U MaKpodaroB B OKpYKaro-
ILIeif TKAHW Pe3KO MOBbIIIEeHO [50].

Tecnas cBs3b TmagkombitredHbix 1 MK mokazana u npu
W3y4eHWU HIDKHEN TpeTu nuieBona [52]. I1pu mopdonoru-
YECKOM aHaIN3e TIPEernapaToB pe3elMpOBaHHOTO (parMeHTa
MUIIIEBO/IA, YAAJIEHHOTO TI0 TMIOBOTy KApIIMHOMBI U IPYTUX 3a-
6oJIeBaHMIi, ycTaHOBJIEHO, 4TO B 7 (9,1%) cinyuasix u3 77 ume-
et mecro runepiviasus ICC numeBona, kotopas B 17 (22%)
HaOJIIOAEHMSIX coUeTaach ¢ JieliloMrmomMaTo3oMm [52].

IposHoit maronorueit kinerok Kaxanst sBmseTcss pas-
BUTHE T.H. TaCTPOMHTECTHUHAIBHOW CTPOMATBHOM OITyXOJIH
(gastrointestinal stromal tumor, GIST), pacrpocTpaHeHHOCTh
koTopoii cocrtaBnsger 11—14,5 Ha 100 ThIC. WemoBek [53].
Ha momo GIST npuxomutcst okono 1% Bcex MepBUYHBIX
OITyXoJieit XKeaynouHo-KuineuHoro tpakra. GIST cocraBisior
1-3% omnyxouneit xenynka, okoso 20% ormyxoJieil 1BeHala-
TUIIEPCTHOM Y TOHKOM KUILKH, 0K0JIo 0,1% KomopeKTabHbIX
omnyxojeit. [lomapinsioniee OOJBIIMHCTBO HOBOOOpA30BaHUIA
pasBuBaeTcsi B Xeayake (55—65%), nABeHaaaTUNEPCTHON
U ToHKOM kuiKe (25—30%), a TakkKe B TOJCTOM KUIIEYHUKE
(5%) [54]. B penkux ciayyasix BBISIBJISIIOT 2 CAMOCTOSITEIbHbIE
OIyXOJIM B Pa3HbIX OTIENaxX XEeIyJOYHO-KMIIEYHOro TpakTa
[54]. B takux cutyauusx GIST oka3biBaloTcs ceMeiiHO-Ha-
CJIeICTBEHHO-ACCOLIMMPOBAHHBIM 3a00IEBAHUEM C BPOXK/IEH-
Hoit runepruiazueit ICC uau SBASIIOTCS COCTaBHOM 4acTbiO
Komruiekca Carney, Bkitovatomero GIST, xoHnpomaTo3Hyto
raMapToMy JIETKOTO, BHEHAIITOYEYHUKOBYIO MaparaHrIMoMy.

B Hacrosiiiee Bpemsi, cornacHo MekayHapoaHOW Kiac-
cudukaluyu OIyxoJieil MuileBapuUTEIbHOU cucTeMbl [53],
raCTPOMHTECTUHAJIbHBIC CTPOMAJIbHbIC OMYXOJIM BbIIEICHbI
B Ka4yecTBE OTIEJIbHOW HO30JI0TMYecKoi emuHuIlbl. CiemayeTt
OTMETUTh, 4TO Tipu Xapaktepuctuke GIST kemynka oTme-
YaloT, YTO MX KIIMHUYECKOE MOBEAECHUE BapbUPYET OT 100pO-
Ka4eCTBEHHOTO 10 3JI0KauyeCcTBeHHOTro. B Kiaccudukanmm xe
omnyxoJieir ToHko# kuku GIST oTHeceHBI K 3710Ka4eCTBEH-
HBIM HOBOOOpazoBaHusIM [55]. [leicTBUTENbHO, MO MHeE-
HUIO OOJBIIMHCTBA MccienoBareseit, mpu omucanuu GIST
HEXeJIaTeJIbHO WCITOJIb30BaTh TEPMUH «T00OpOKavYeCTBEHHAsI
dopMa», TTOCKOJIbKY BCE OITyXOJIM MMEIOT 3JI0KaYeCTBEHHBIM
MOTEHIIMAT U C TeYCHUEM BPEMEHU MPUOOPETAIOT YePTHI 3710-
Ka4yeCTBEHHOI0 HOBOOOpaszoBaHus |56, 57].

B uemom k GIST oTHOCAT Me3eHXUMaTbHBIE OIYXOJTH
JKEJTyIOYHO-KUIIIEYHOTO TPAKTa, B KJIETKAX KOTOPHIX BBISIBIISI-
€TCsl TTOJIOKUTETbHAS UMMYHOTUCTOXMMUYECKasl peakiusl Ha
CD117. IlomoGHbIe pe3yabTaThl MMMYHOTHCTOXUMHUYECKOTO
aHajM3a CIIyKaT ONpEACSIONIMMHU TIPU TIpOoBeneHUU aud-
depeHumanbHOi auarHocTku. OfHAKO CJIeoyeT OTMETHUTb,
yto c-kit-perienTop 3Kcrpeccupyercsi He TOJIBKO OITyXoJie-
BBIMU KJIETKAMU W WHTEPCTUIIMAIBHBIMUM KileTkamu Kaxais,
HO U PSIIOM HOPMAJIBbHBIX KJIETOK (MAacTOIIMTAMU, MEJTaHOLIU-
TaMu, KieTKamu Jleiiiura, criepMaToroHUSIMU, TE€MOIIOATH-
YECKUMHU CTBOJIOBBIMM KJIETKAMMU), YKa3bIBasi HA BaXHYIO €r0O
POJTh B TIpOlieccax criepMaToreHe3a, MeJlaHOTeHe3a, TeMOIT033a.

BBumy storo mis mpoBeneHus auddepeHInaIbHO-I1a-
THOCTUYECKUX MEPOTPUSATUI, HAMpaBJIeHHBIX Ha BBISBIIC-

C
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Ta6auna 5. [IporHo3 TeyeHus 3a6oseBanus y narmeHToB ¢ GIST [53]

IIporHocTHyeckue Pa3smep onyxoum, Cpennee yuciio MUTO30B B 50 moJisix GIST xenyaka, GIST ToHKOIi KMIIKH,
Tpynnbt cM 3penus™ % %
1 <2 <5 0 0
2 >2<5 <5 1,9 4,3
3a >5<10 <5 3,6 24
3b >10 <5 12 52
4 <2 >5 0 50
5 >2<5 >5 16 73
6a >5<10 >5 55 85
6b >10 >5 86 90

Tpumeuanue. * — yB. x400.

nue GIST, caemyeT ucnonb30BaTh UMMYHOMOP(MOJIOTHIECKOE
onpenenenne CD34, mporemna S100, rIagKOMBIIIEYHOTO
aKkTWHa 1 gecMuHa |58, 59].

KnuHuyeckasi KapTiHa 3a00JIeBaHUSI B OCHOBHOM 3aBUCHUT
OT JIOKa/IM3alun 1 pa3mepoB omyxonn [60]. Bmecre ¢ Tem B
oombimHCTBe HabmoneHuit GIST sBisroTest ciryJaifHbIMUA Ha-
XOIKAMHU TIPY TIPOBEICHNUU SHIOCKOIMYECKMX HCCIIeNOBaHUIA
WM JIATApOTOMMH TI0 TIOBOMY IPYTUX cocTosiHuit. Komrbrotep-
Hast Tomorpadust ¢ GOJIIOCHBIM BHYTPUBEHHBIM KOHTPACTUPOBa-
HUEM SIBIISIETCST BeChbMa MHGOPMATUBHBIM METOIOM HEMHBA3UB-
voit muarHoctuku GIST [61]. OmHako TouHast BepuUKALIMST
JIMarHo3a BO3MOXHA JIMIIb MTPU MOPHOIOTMYECKOM UCCIIeI0Ba-
HUM GUOMNTATa I OTIepallMOHHOTO Matepuana [62, 63].

Hna GIST takke XapakTepHbl MyTalluM, KOAMPYIOIINE
TUPO3MHKMHA3HBIN petientop I, oTBeTCTBEHHBIN 3a CMHTE3
6enkoB KIT. [To naHHbIM JuTepaTyphl 58, 64, 65], BBISIBACHBI
MyTauuu B 9K3oHax 11 (B 66,9% wnabnwonenwuii), 9 (18,1%),
13(1,6%) n 17 (1,7%), a Takxe B reHe, Konupyioiem PDGFa,
TJIe ONpeAeISIIOTCS MyTaluu B 9k3oHax 12, 14, 18 nokyca 4q12
(7—12% cnyuaeB). Oouias yacrora myraumii PDGFa u KIT
nocruraet 93%.

MMeHHO B pesysibrate TakuX MyTalMid ITPOUCXOAWT TOBbI-
1ieHue npoardepaTMBHON aKTMBHOCTH, YTHETEHHE arionTo3a u
HapyiieHue auddeperimpoBku [CC. OCHOBHBIM MMMYHOTH-
CTOXMMMYECKMM MapkepoM Ui nuddepeHImaTbHONi JuarHo-
ctuku GIST cumraercs CD117 (c-kit). OnHako npumepHo B 25%
HaOJIIOICHNIT UMEET MECTO oTpuuaresbHasi peakuust Ha CDI117
[66, 67]. [deiictBuTenbHO, MpKU HapyiieHun cuHTe3a c-kit ICC
MOTYT TpaHC(OPMUPOBATHCS B IIaIKOMbILIEUHbIe KIeTKH [30].

[MporHo3 BerkMBaeMocTH narmeHToB ¢ GIST, cornmacHo
NAHHBIM MCCIenoBaHuUi [53], 3aBUCUT OT JIOKaJIM3aLlUU, pa3-
MEpOB OITyXOJIX U 4yucia MUTO30B (Tads. 5). K ocHOBHBIM
MporHoCcTUYeCKUM Kputepusim TedeHuss GIST oTHocaT pas-
Mep OIyxoiu Oosiblie 5 CM B IMaMETpe W 4YUCIO MUTO30B
6osee 5 B 50 mossix 3peHust npu 6osbiioM (x400) yBenuye-
HUU MUKpockora. CTereHb prucka arpecCUBHOTO TIOBEICHUS
OTTYXOJIM CUMTACTCSl HU3KOM TIpU TuamMeTpe y3ja oT 2 10 5 cM
U 4yucie MUTo30B MeHee 5 B 50 mossix 3peHus. K BbicOKoit
crerienn pucka otHocsiT GIST r060ro pasmepa ¢ MUTOTHYE-
CKUM UHIeKCOM cBbitie 10 B 50 mosisix 3peHust, T160 Ormyxoau
He MeHee 5 CM B auamerpe TMpU MUTOTHYECKOM WHIEKCe

6osbie 5. YKo MUTO30B HE MMEET 3HAUCHUSI TIPU pa3Mepe
omyxonu 6osee 10 cm [53, 58, 65].

VYuureiBas, uro ICC u ICLC o6Hapy:XuUBaiOT BO MHOTHX
[JIAIKOMBILIEYHBIX OpraHax [26], MOXHO MPeanooXUTh, YTO
onyxonu ¢ ydyactueM MITK BcrpewaioTcsi B TaKMX OpraHax
ropasio yaiie, 4YeM NMpUHITO cuutaTh. K rpumepy, onucaHa
3JI0KAUYECTBEHHAs OIyX0JIb MaTKK ¢ MOP(HOIOTUUECKUM CTPO-
eHreM 1 MMMyHodeHoTuroM, cootseTcTByomuM GIST [68].

3aKkiouenue

WHnTtepcTunimanbHble nieficMelikepHble KJIETKU, OTKPBIThIE
oonee 100 ;meT Hazam, OCTAIOTCSI MAJIOM3YUYEHHBIM OOBEKTOM.
OO6nagas ATMHHBIMU OTPOCTKAMU, OHU (hOPMUPYIOT MHOXeE-
CTBEHHBIE KOHTAKTHI C IJIAAKOMBIILIEYHBIMU U HEPBHBIMU KJIET-
KaMM 1 00pasyioT CreliM(UUECKYIO TPEXMEPHYIO CeTh. 3a CUeT
CIIOHTAHHOM BJEKTPUYECKOU (MelicMeMKepHOil) aKTMBHOCTHU
OHU O0YCJIOBJIMBAIOT COKPALIEHUE TJIaAKOMBIIIEYHBIX KJIETOK.
Ha ocHoBaHMM yIBTPaCTPYKTYPHBIX 1 UMMYHOTMCTOXUMUYE-
CKHUX OCOOEHHOCTEI CTPOEHUST ITHUX KJIETOK BBIACSIOT COO-
CTBEHHO MHTepCTULIMATbHBIC KiIeTKu Kaxans u ¢pudpobdaacto-
MOA0OHbIE KJIeTKM. B 3aBUCMMOCTH OT ITyOMHBI PACIIONOKEHUS
B MBIILIEYHOM CTeHKe KJIeTKM Kaxasist Takske UMEIOT pa3indHbie
MOpGhOJIOTUYECKHUE XapaKTepUCTUKU. [TocpencTBOM BIMSTHUS
Ha COOTBETCTBYIOIIME PELENTOPbl TEJIOLUUTHI OTBEYAlOT Ha
BO3/ICMCTBUS ALIETWIXOJIMHA, HOpaJpeHalnHa, 3CTpPOreHa,
nporecTepoHa, okcuaa azora. MHTepcTULIMaIbHbIE TTelicMeii-
KEepHbIC KJIETKU TakXKe B3aMMOAEUCTBYIOT C JMMMOLUTAMH,
6azodbuiamMu, s03MHOMGUIAMU, HEUTpodUIaMU, TYUYHBIMU
W JCHOPUTHBIMM KJIETKAMU, MPUHUMAsI y4acTHe B PETyJisi-
MK TTPOJM(MEPATUBHON aKTMBHOCTU OKPYXAIOIIUX KJIETOK.
[po3Holi maTtosorueii kietok Kaxast siBisieTcsl pa3BUTHE T.H.
racTPOMHTECTUHAIBHBIX CTPOMAJIBHBIX OIYXOJICH.

KondumkT untepecon
ABTOpBI JIAaHHOW CTaThbM TOATBEPIWIM OTCYTCTBUE (hU-

HaHCOBOUM TIOUIEPXKU / KOH(IMKTA WHTEPECOB, KOTOPBIN
HE00X0aMMO OOHAPOIOBATh.
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