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HEBPOJIOT'MYECKHUE MPOSABJEHUSA TUCILIAZUU COEIUHUTEJIBHOM TKAHU

Canxm-Ilemepbypeckas MeOUYUHCKas aKaoemus noCIeOUnIOMHO20 00pa3068aHUsl,
Canxm-Ilemepoypeckas 2ocyoapcmeennas neouampuyeckas MeOUYUHCKas akaoemus

AKTyanLHoﬁ npo0iaemMoil COBpeMEHHOU
MEIHIIMHBI SIBISIETCS BBICOKAsl pacmpocTpa-
HEHHOCTh KapJAHOBAaCKYJISAPHOU U IepedpoBacKy-
JSPHOM IMaTOJIOTMHU, B Pa3BUTHH KOTOPOU Ba)KHOE
3HAUEHUE UMEET OUCIIA3Us COCUHUTEIBHON TKaHH.
B cBs3u ¢ 3TUM 0co00e BHUMaHHE yAENSIETCS
JUAarHOCTHKE COEAMHUTEIBHOTKAHHON OUCIIA3UU U
e€ HEeBPOJIOTHYECKHX IMPOSIBICHHUNH, OJHAKO
WCCIIEIOBAaHMs, MTOCBSIIEHHBIE JaHHOW mpobieme,
HEMHOTOYHCIIEHHBI U POTUBOPEUHBHI [4].
U3BecTHO, 4TO Bce 3a00JeBaHUs, CBSI3aHHBIE C
HapylIEHWEM CHHTE3a U paclaja COCIUHUTEIbHON
TKaHU BCJEJCTBHE F'€HETHYECKH HU3MEHEHHOTO
¢bubpuniorenesa,
«aucmasus coenunutensHon TkaHM» (LCT). Ilpn
3TOM BEIIEIITIOT JuppepeHtmpoBannbie 1 HeauddhepeH-
LIUPOBAaHHBIE COEIUHUTEIBHOTKAaHHBIE AUCIUIA3HH.
HuddepennupoBanHble TUCTIIa3HH COSAMHUTETBHON
tkanu (JJJICT) xapakTepusyrTcs OnpenelIeHHBIM
THIIOM HAacCJIeAOBAaHMS, OTUETINBO BBIPAKEHHOU

0003HAa4YaAIOTCS TEPMHHOM

KJIMHUYECKOW KapTUHOM, a B pAJe CIydyaeB —
YCTaHOBJIEHHBIMH H
FeHETUYECKUMH U OMOXMMHUYECKUMH AePeKTaMH.
K HUM OTHOCATCS HECOBEPIIEHHBIH OCTEOTEHES,
cuaapomsl Dinepca—anno, Mapdana, Anbrnopra,
OynnesHbld anuaepmonun3 u np. O6HapyxeHHe

XOopomo H3YYCHHBIMH

npu3HakoB [ICT, HE COOTBETCTBYIOIIUX HU OTHOMY
n3  auddepeHIupOBaAHHBIX
CBUJETENBCTBYET 0 HeauddepeHUMPOBAHHOM
mucriazuu coequanTenbHol Tkanu (HelCT). [lannas
MaTOJIOTHSI MOKET MMETh KaK HacJEJICTBEHHYIO, TaK

3a00JIcBaHHH,

u npuobperennyio npupony. Yacro y HeICT
OTIPEAETISIOTCS MPU3HAKK Ay TOCOMHO-OMUHAHTHOT O
tuna Hacaexoaunus. [Ipuobperennsie He/[CT
CBSI3aHBI c BO3JCHCTBHEM  pPa3JIUYHBIX
HeOIaronpusATHBIX (aKTOPOB HA MJIOA B IIEPHOAE €TO
BHYTPHUYTPOOHOTO Pa3BUTHUS, YTO MPUBOIUT K
HapymeHuo sMOpuoreHesa. llonmopranHocTs
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MopakeHusI 00yCIIOBJICHA TEM, YTO TEPATOTCHHBIN
TEPMUHAIIMOHHBIN MEePUOJ] I MHOTHX OpPTaHOB U
crcteM onHAaKoB (7—12 Heenb), a COeTMHUTEThHAS
TKaHb SIBJISICTCS HEOTHEMIIEMBIM KOMIIOHEHTOM BCEX
opranoB u cucrem. HACT xapaktepusymorcs
OTHOCHTEIBHO qacToOH
NPOrPEAUCHTHOCTBIO TE€UCHHUS, TOJUOPTAHHOCTHIO

BCTPCYACMOCTHIO,

MOpakeHUsI,  BBIPAXCHHBIM  KJIHMHHYECKHUM
OTMMOP(GU3MOM, PaHHEH WHBAHMIU3AINCH U JTaxe
CMEepThIO OONBHBIX B MOJOIOM Bo3pacte [2, 3].
MHOT0(aKTOPHOCTH X MOJIMOPTaHHOCTD 3a00JI€BaHUS
MPU OTCYTCTBHM YETKUX KPUTEPUEB AUATHOCTHKHU
3aTPYAHSIOT BBISABJICHUE W IMOCTAHOBKY JIMAarHO3a
JCT. K nHacToseMy BpeMEHH BBIIETICHO MHOYKECTBO
¢enornnuecknx npusHakoB ACT m Mukpoanoma-
JIMiA, TAKMX KaK THIIEPMOOMITEHOCTD CYCTaBOB, CKOJIHO3,
nedopmanus TpyaHON KIETKH M MO3BOHOYHHUKA,
W3MEHEHUS CO CTOPOHBI 3yOOB H T.A. Y MAallUEHTOB C
ACT ¢ momMompi0 IOMOJTHUTEIBHBIX METOJOB
o6cienoanus BeisIBIsiIOTCA [IMK, pacmupenne
KOpHsI aopThl, natosiorus opranoB JXKT, anomanuu
CTPOEHHS KETYHOTO My3bIpa U T.A. Kpurepuem
MaTOJIOT MU SIBJIIFOTCS HATMYME HE MeHee 5-6 KITMHUKO-
WHCTPYMEHTAIBHBIX IPU3HAKOB COCMHUTEILHOTKAH-
HOW  JUCHIa3uM  pa3HoOMH
OMOXWMHYECKHE MapKephl pe3opOIuu KoJulareHa o
MEXXKJIETOYHOTO BEIIeCTBA COCIMHUTEIHFHOW TKaHM,
ceMelHbIi aHamHe3 (Taou. 1).

OnHo n3 caMbIX Tpo3HbIX npospiaeHuit ACT —
3TO HepedpoBacKyasipHas narosuorus. Yacrtora
WHCYJbTa B AETCKOM BO3pacTe Koiebiercs oT 2 110
13 1a 100 TeIcsTy meteit B rox [19]. B CIILIA ero wactoTta
coctamiseT 2-3 cimydas [18], Bo @panmuun — 13 Ha
100 ToIcstd [15]. laHHBIC O COOTHOIITEHUH UIIIEMHUYEC-
KOTO ¥ TeMOpParHuecKoro MHCYJIbTa TaKKe Pa3HoO-
peuuBsl. OHM HCCIEAOBATENN YKa3bIBAlOT Ha
NPUMEPHO OJAMHAKOBYIO YacTOTy HIIEMHH WU
remopparuii [ 10], npyrue — Ha ssBHOE TIpeodIaganue

BBIPAKCHHOCTH,
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Tabnuya 1

Kaunnveckune, HHCTPYMeHTAIbHBIE U JadopaTopHble nposiBjaenuss ICT

denoTunNYECKUE MPOsBJICHU ‘

HHcTpyMeHTalbHBIE NPU3HAKU

CKeJneTHbIe U3MEHEHHUS
ACTEHHIECKOE TEJIOCIOKCHUE
JIOJMXOCTEHOMEIIHS
apaxXHOAKTIIIHS
KUJICBUJIHAS U BOPOHKOOOpa3Hast
nedopmarys rpyaHON KIETKH
paHHUIl OCTEOXOHAPO3
CKOJIMO3BI, KH(O3bI, JIOPAO3BI
IUIOCKOCTOIHE

W3meHeHUs KOXKH, COCYI0B
HCTOHUYCHHC
THIIEPAIaCTHIHOCTD
KEJIOHIHbIE PyOLIbI
CHMIITOM «IIaIIHPOCHON Oymarm»
BapHKO3HOE pacUIMpEeHUe BeH
HIDKHUX KOHEYHOCTEH

W3menenus oprana 3peHus
IUTOCKasl POTOBHIA
royry0Oble CKJIEpBI
MeETaJIOKOpHea

JlaGopatopHbie MpH3HAKH
YBEIHUCHUE

YPOBHSI OKCUIIPOJIMHA U

TIIIOKO3aMUHOTJIMKAaHOB B MOYE

nupuiInHkca [ Mmoun

C-KOHIIEBOTO TEJIONENITHAA

N-KOHIIEBOT'O TEIOMENTHIA

OCTEOKaIIbIINHA

aKTHBHOCTH IIeJI04HOM (ocarassl
yMeHbIeHue cofepxanust Ca 2+

IeHETHYECKUH MOJMMOP(H3M pPeLEenTOPOB

ButamuHa D

BepreOporennsie HapyIeHUs
HEeCTaOMIBHOCTD IIEWHOT0 OT/eNIa MO3BOHOYHUKA
BepTeOpoOa3mIsIpHAs HEIOCTATOUYHOCTh
aHOMAJTUsI KPaHHOBEPTeOpaIbHO# obmacTu
AHOMaAJIUA pa3sBUTHUA TCJI ITIO3BOHKOB
CHH/IPOM TYHHEJIBHOTO KaHaja
JypaJibHast SKTa3usl
V3MeHeHUs] CepAeTHO-COCYIUCTON CHCTEMBI
AQHATOMHUYECKHE N3MEHEeHUsI KIIallaHOB cepala
muatanust GuOPO3HBIX KOJIEIl
MpoIabupoOBaHKE CTBOPOK KIIANIAaHOB
JIOTIOJTHUTEIIHBIE XOP/Ibl B IIOJOCTH JIEBOTO JKEITYJOUKA
pacIIMpeHne aopThl U JITOYHON apTepuu
MHO)KECTBEHHBIC aHEBPU3MbI MO3TOBBIX M MOYEYHBIX COCYI0B
V3meHnenus opraHa 3peHus
MHOTIHS
JUCIIOKALUs XpyCTaluKa
OTCIIOHKA CEeTYaTKU
AHI'uoIaTusa CeT4YaTKu
Bpomxoseroynas maToIOrHs
Oysute3Hast smpuzema
MOJIMKUCTO3 JIETKUX
OpOHXOIKTa3bI
THITOTUIA3HS JIETKUX
CIIOHTAHHBIH MTHEBMOTOPAKC
Taronorust mouex
HedponTo3
oOMeHHas He(pomaTus
HSMCHCHI/ISI KEIIY JOYHO-KHUIIECYHOI'0 TpaKTa
HEIOCTATOYHOCTh Kapauu
IPBDKH [THUIIEBOJHOTO OTBEPCTHs TUadparMbl
AHOMAJTHSI PA3BUTHSI JKEITIHOTO TTy3BIPS

JIOJIMXOCUTMa
Hapymenue cucremsl remocrasa

HapylLIeHue arperanyuu TpoMOOIUTOB

CHIDKEHHE aKTHBHOCTH (hakTopa Bummuiebpanara

nmremuii (58—79:21) [8]. CpenHuii Bo3pacT BO3HUKHO-
BEHUS MHCYJIbTa BO MHOI'OM 3aBHCHUT OT 3THOJIOTHYEC-
kux (QaxtopoB. Tak, KapAMOTEHHBIE WHCYJIHTHI
pa3BHUBAIOTCS OOBIYHO 1O IMSTHUIETHETO BO3pacTa.
B OoapmIMHCTBE WHCCIENOBAHHH OTMEUYEHO
npeoOjagaHue WIIEMHUYECKOTO HHCYIbTa y Majb-
YHKOB, COOTHOLIEHHE YK CIIa MAIBYMKOB U IEBOYEK —
1,5: 1 [10].

Pa3ButHe mHCYIBTa MOXET OOYCIOBHTH MHO-
XKecTBO (aKTOpoB: KapJuaidbHas MMaTOJOTHS
(BpoxxaeHHAS M TPHOOpETEHHAST), aHOMAIIUHU COCYI0B
TOJIOBHOTO MO3Ta, BacKyJIUTHl (MH()EKIMOHHBIE H
HEeMH(EKUHOHHEIE), PACCIOCHHE CTEHKH COCYAOB
(TpaBMaTHYECKHE U CIIOHTAHHBIE), TPOTPOMOOTH-
YECKUE COCTOSIHYS (BPOXKICHHBIC U MPHOOPETECHHBIE),
001e3HU KPOBH, MTOYEK U niedeHu, cuaapom [IBC [6].
Hns Gonsabix JICT Hambonee xapakTepHBI
apTepuanbHasa aucceknus [17] m cocyauctsie
aHOMAJIMU. XapaKTEPHBIM HPOSBIEHUEM CHHApPOMA
Onnepca—/lanno IV Tuna ABASAIOTCA aHEBPU3MBI

nepedpanbHBIX cocynoB [14]. Bunbl nepebpansHoit

COCYyIHCTOM MaToONOTHUHM Yy JAeTeld
NpeacTaBiIeHsl B Ta0d. 2.
ApTepHaana;I AUCCCKIU MOXET BO3HHUKATH

¢ JUICT

BCJIE/ICTBYE TPaBMBI U crioHTaHHO [11]. B mocnexnue
roJibl MPOBEJIEHO HEMAJIO UCCIIEA0BAHUN CIOHTAaHHOM
aptepuanisHoi quccekunn y 0onpHbIX JIJICT. Tak, ona
SIBJISIETCS XapaKTEPHOW A CHHApOMa JJuiepca—
Hauno II u III Tumos [9]. MHOTOUYUCTEHHBIE
WICCIIEIOBAHMUS BBISIBUIIM Pa3JIMIHBIC YIIBTPACTPYKTYP-
HbIe U3MEHEeHUs GuOpMILT KojiareHa y OONBHEIX,
MepeHecIuX apTepuaibHyo aucceknum [20].
[locnenuss yamie AMArHOCTHPYETCS B KapOTHAHOM
OacceifHe, IpH 3TOM 3KCTPaKpaHHUANbHAS AUCCEKIIHS
3HAYUTENBHO Yallle PErUCTPUPYETCS MOCIE TPAaBMB,
TOr/a KaKk WHTpaKpaHUaJIbHAs HEPEJKO BO3HUKAET
CIIOHTaHHO. AHaJlN3 aHAMHECTHUYECKHUX TaHHBIX
MTOKA3bIBAET, YTO TSHKECTh TPABMBI HE KOPPEIHPYET C
4acTOTON JAMCCEKIIMH, TPaBMAaTHUYECKOE BO3/IEICTBHE
MOYET OBITh OUEHb JIETKUM. KIIMHUYECKH TUCCEKIHIO
cocy/Ja NMPaKTUIECKU HEBO3MOKHO 3alI0I03PUTh, TOKa
He pa3BuBaeTcs HHCYIBT [12]. OOBIYHO KIMHUYECKHE
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Tabauya 2
Buasl uepedpansHoii cocynuctoii matonorun y gereii ¢ JICT
Ho3sonoruueckue

Knunnueckue IPOsBJICHUS
hopmbl
Cunzpom
Onnepca—/lanno
I Tun OO0pa3oBaHKe CIIOHTaHHOTO

KapOTUAHO-KaBEPHO3HOTO COYCTbs

II Tun CIIOHTaHHBIE apTepuajbHble KPOBOU3IUSIHUSA
I Tt CrioHTaHHas apTepualibHast AUCCEKIUS
IV tun CrioHtanHast iepdoparus KpymHbIX
COCYZOB, CIIOHTaHHBIE Cy0apaxHOUAAIBHEIE
KPOBOU3JIMSAHUS, UHTPaKpaHHAJIbHbIE
aHEBPU3MBI, CIIOHTaHHBIE KapOTHUHO-
KaBEPHO3HBIE COYCTbs, AUCCEKLIUS
LEPBUKAIBHBIX COCYI0B
VII tun CIiOHTaHHbIE apTepuabHble KPOBOU3IUSIHUSA
Cunzpom MynbTrdokanbHbIe HepedpatbHbIC
Bunbamca CTEHO3BI

CUMIITOMBI HecleupUUHbl, HEpeaKO OOJIbHBIE
XKalyITCS Ha TOJOBHYIO 00Jb, JULEBYIO OOJb,
nosiBrsiercs cuaapoM ['opuepa [16]. g auaraoctukn
npuMmeHsaoT MP-anruorpaduio. OTsargamomum
(hakTOpOM SIBIISIETCS HApYIIEHHE CHCTEMbI TeMOCTa3a,
yacTo Bcrpevaromeecs y 6onpHbIX JICT. Onucansl
HapyLIEHNs arperauud TPOMOOLHUTOB U aKTUBHOCTH
¢aktopa Bunneb6pannra. [lo nanHbslM psga
HCCIIeIoBaTeNeH, TMarHo3 HHCYJIbTa yCTaHABINBACTCS
B CpemHeM B TedeHme 24 YacoB ¢ MOMEHTa
KITMHIYecKuX nposeienwuii [ 10]. OqHako, Mo 1aHHBIM
JIPYTHX aBTOPOB, OT MOSBJICHHS NEPBBIX CHMIITOMOB
JI0 IEPBOT0 MEJUIIMHCKOTO OCMOTPa MPOXOAUT OKOJIO
28,5 yaca, a 10 HelpoBH3yanu3auy (BepuuKauu
nuaraosa) — 35,7. YcTaHOBJIIEHHE NHAr{Ho3a B
mpenenax «TeparneBTHIecKoro okHay (3—6 dacoB)
KpallHE peNKO, XOTs YIEHBl CEMEN, B KOTOPBIX y
pebGeHKa pa3BHUIICS WHCYJIHT, OOBIIHO XOPOIIO
OCBEZIOMJICHBI O BaYKHOCTH OBICTPOTO OOpaIIeHUs K
HEBPOJIOTY NP aHAJIOTUYHOM CUTYaIH Y B3POCIBIX
[13]. Takum 0OpazoM, HaCTOPOKEHHOCTH BpaueH,
CBOEBpPEMEHHAs TUarHOCTHKA U JICYCHHE B Mpeeax
“TepamneBTUYECKOTO OKHA” MO3BOJAT YIAYUYIIUTH
MIPOTHO3 WHCYJbTa MAIEHTOB JAHHOM TPYIIIHL.
IlepBrie npu3HaKK MOpakeHNs HEPBHOM CUCTEMBI
mpu ICT mMoryT OBITE 3aMeUeHBI yrKe IPH POXKICHUH.
ITo naHHBIM IMTEPATYPHI, Y NAIIUEHTOB 3TOM TPYIIIBI
B MEPBBIH TOJ XU3HU BBISABISIOTCS NMPU3HAKHU
3a/Iep’KKH MOTOPHOTO pa3ButTus. OHU TO3KeE, YeM HX
TOJIOBY,
nepeBOpPaYMBaATHCS, CAIUTHCSI U XOOUTD; y 00JIb-
MIMHCTBA OOJBHBIX HAOMIOOAIOTCS CTpabdu3M,
MBIIIEYHas] TUIOTOHUS, HEYyCTOWUYNBOCTh MOXOAKH.
Takue O0JIBHBIE YACTO COCTOST HA YUETE Y HEBpPOJIOoTa

CBCPCTHUKHU, Ha4YUHAKOT ACpPXKATH
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IO TIOBOJTY Pa3IMYHbIX 3a0oneBanuii. Hanbomnee gacto
BCTPEYAIOTCSI HK3MEHEHHS CO CTOPOHBI TO3BOHOYHHUKA,
MPOSIBIAIONINECS Pa3TNIHBIMU BEPTEOPOTeHHBIMU
CHHIIpOMaMH{, BETEeTAaTUBHOM AMCOYHKIHEH,
reMUKpaHHuel, 3>Hype3oM, nedeKkTaMHu pedu,
BPOXKAEHHBIMU MaIb()OPMAaLHSMH COCYI0B TOJIOBHOTO
MO3ra M JIpyrod CoOCyAUCTOW NAaTOJOTHUEH.
TynuensHbsie cuHapoMbl y manueHtoB ¢ JACT
CIIy4aroTcsl JAOCTOBEPHO Hallle, YeM B MOIMYJISIHA H,
KaK MPaBHUJIO, BO3HUKAIOT B OTBET Ha HEA/JEKBaTHYIO
Harpy3kKy (HEIpUBBIYHOE JeHCTBHUE)
MUHHUMaNbHY0 TpaBMy [1]. YV 3HauMTenpHOrO Yncaa
nmanuedToB ¢ JACT oOHapyXuBaeTcs CHHAPOM

nin

BereTaTuBHON AucGyHKIuMH. [lo ogHUM NaHHBIM, Y
O6omnpuieit
CUMIaTUKOTOHMS, IO IPYTUM — BarotoHus [S]. OHu
4acTo XalxylooTcs Ha O6onu B obnacTu cepnia,
CBSI3aHHBIE C SMOLMOHAIBHBIMU NEPEKNUBAHUSIMU,

qacTu IMagucHTOB BBIABIIACTCA

OIIlyIIIEHUE YYBCTBA «HEXBATKH BO3IAyXa», «KOMKa B
ropJye»,
KOHEYHOCTEW, TUCHYHKITHIO YKETYA0THO-KUIIIEIHOTO
TpakTa. Y nanueHnTtos ¢ JICT ormeuarorcs konebanus
AJl, vame B CTOPOHY THIIOTOHUH, KOTOPHIC
COIPOBOXKJIAIOTCS 00IIeH c1aboCThI0, TOJIOBHBIMU
00NsIMU, OPTOCTATHYECKHMH IPOSBICHHUSIMH,
TOJOBOKpPYXXEHHEM [5]. ACTEHUYECKHH CUHAPOM
BcTpedaetcs y 6onmpmuHcTBa nanueHToB ¢ JCT, aro
CBSI3aHO C 0COOEHHOCTSIMH (PYHKIMOHUPOBAHUS
CepIEYHO-COCYAUCTON, ABIXaTEIbHON, OMOPHO-
JIBUTATEIIbHOW cUCTeM opraHusma. [lomamistomiee
00pIIMHCTBO MmanueHToB ¢ JICT oTMeUaroT CHIDKEHHE
HacTPOEHUS, MOTEPI0 OLIYIIEHHs yJAOBOJIBCTBHS U
WHTEpeca K JeATEIbHOCTH, 3MOIMOHAIBHYIO
Na0UIBbHOCTh, JENPECCUBHOCTD, MOBBIIICHHYIO
TpeBOXHOCTh. CleICTBUEM 3TOTr0 SBISIOTCS
OTpaHHYEHHUE COIMAIILHOW aKTUBHOCTH, yXYJIICHUC
KadecTBa JKM3HW WM 3HAYUTEIBHOE CHIKECHHE
COITMATBHON amanTaruu [7].

[Mammentsr ¢ ACT npencrasisitor coboit 0codyto
IPYNIy C COYECTAHHBIM MOPAXKCHUEM Pa3JIUYHBIX
OpraHoB U cucteM. Mi3MeHeHUs O CTOPOHBI HEPBHOU
CHUCTEMBl YacTO SBISIOTCS OINPEACITIONUMHU,
BIIMSIONINMH HE TOJIBKO Ha KayeCTBO >KM3HU M €&
MPOTHO3, HO ¥ Ha MPOJOJDKUTEIHFHOCTh. B CBs3M ¢
3TUM TOKa3aHO NPOBEAECHHE pPacCIHPEHHOTO
HeBposioruyeckoro oocienoBanus naueHTos ¢ JCT,
0COOCHHO IpPH HAJIUYHH OTATOIICHHOI'0 aHAMHE3a
nepeOdpoBaCKyIIPHONH MaTOJOTHEH.

mapeCcTe3mnu B OUCTAJBHBIX OTACIAX

B nnam
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OHUCTaHCepU3aluu HEeoO0X0AUMO
HaOJoIeHre HeBposiora 3a naruentamu ¢ JICT. Ipu
JFICTIaHCEPHU3aLH 0CO00e BHUMAHHE CIIeayeT YACIITh
BBISIBJICHHUIO PAaHHHUX MPU3HAKOB MATOJIOTHH HEPBHOU
cuctemsl y nanienToB ¢ JICT. JlanpHeiiniee u3yyeHue
M3MEHEHUH CO CTOPOHBI HEPBHON CHCTEMBI y 3THX

001pHBIX OymeT cmocoOCTBOBATh pa3paboTke
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