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CmonbHoBa TatbsiHa  YepémumH Muxann Mruxannosmy, acnvpaHT
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Pestome

[ucnnasua coefvHNTENBHON TKaHW, ABAAACH FeHETUUYECKM IeTePMIUHMPOBAHHbIM 3ab0neBaHMeM, UMeeT PAL CUHAPOMAbHBIX
NPOABAEHUIA, KOTOPble CO BpemeHeM GOPMUPYIOT XPOHUYECKYIO NATONOMI0, HEPeaKO C XPOHUYECKMM CYHAPOM abaoMK-
HanbHbIX V1 Ta30BbIx boneir. ObcnenosaHo 852 xeHuyH: 268 nepsobepemeHHbIX NepsopoaALLMX, 346 NALMEHTOK penpoayk-
TWBHOrO BO3pacCTa C NPOANCOM Ta30BbIX OPraHoB v 238 naumeHTok ¢ [TO nocTmeHonay3anbHoro so3pacta. CuHapom ACT
noateepAeH GeHOTUNMUECKM C UCMONb30BaHWeM MeXayHapoaHbix kpuTtepres. ICT MOXeT ObITb NPeANKTOPOM Pa3BUTUA
AbAOMUHANbHbIX V1 Ta30BbIX 6ONeEN y KeHWmH B 25-57%, B OCHOBE KOTOPBIX MOTYT lexaTb CKOAMO3 (45,5%), 0CTEOXOHAPO3 —
54,6%, rpbikn — 19,4%, XpOHUYECKNI racTpWT, racTPOAYyoAeHUTa — 52,1%, ANCKUHE3NA KeNueBbIBOAALMX NyTen — 29,4%,
XPOHUYECKNI KONWT M CUHAPOM Pa3ApaXeHHOro kuweuHnka — 10,8%, ConyTCTBYyIOWanA FMHEKoNornyeckas natonorua —25%
CnyJaes, aHopeKTanbHaa AncdyHKuma — 50%, BapnKko3Haa bonesHb BeH Taza — 50%. B ocHoBe conyTCTBYIOLLMX Havyasb-
HbIX GYHKUMOHAMBHBIX, @ B MOCAEAYIOWEM 1 OPraHNYeCKMX U3MEHEeH OpraHoB OPIOLLIHOM MOAOCTY U Manoro Tasa, NexuT
EDN: PAYIES AMCOYHKUMA raAKO-MbILIEYHOrO KOMMOHEHTa B CIeACTBUE CHIKEHMA SKcnpeccum benka cybbeantmusl alC Ca2+ KaHan
C NOCNeayIoLLMM 3aMyCKOM KOMMNEHCATOPHbIX MeXaHWU3MOB (yBenndyeHnem skcnpeccu reHa ACTA 2), U3MeHeHMeM KeCTKOCTH
umMTOCKeneTa KNeTkn 1 peMOAENMPOBaHEM NEMEHTOB MEXKNETOUHOIO MaTpUKCa (M3meHeHna skcnpeccun reHos CPA3
1 C1QA v DCN). iIndbdepeHUmMpoBaHHbI 1 NepCOHNGULIMPOBAHHBI MOAXOA K NaLMEHTKaM C CUHAPOMOM abAOMUHANBHON
v TazoBoi 6onm npu ACT y KeHWMH ABNAETCA BeAYyLUMM B TaKTVKe AMArHOCTUKM 1 Bblbopa NeueHuns
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Summary

Connective tissue dysplasia, being a genetically determined disease, has a number of syndromic manifestations that over
time form a chronic pathology, often with chronic abdominal and pelvic pain syndrome. 852 women were examined: 268
primiparous women, 346 reproductive-age patients with pelvic organ prolapse, and 238 patients with postmenopausal POP.
The DST syndrome was confirmed phenotypically using international criteria. CTD can be a predictor of the development
of abdominal and pelvic pain in women in 25-57%, which can be based on scoliosis (45.5%), osteochondrosis — 54.6%,
hernias — 19.4%, chronic gastritis, gastroduodenitis — 52.1%, biliary dyskinesia — 29.4%, chronic colitis and irritable
bowel syndrome — 10.8%, concomitant gynecological pathology — 25% of cases, anorectal dysfunction — 50%,
varicose veins of the pelvis — 50%. The underlying underlying initial functional and subsequently organic changes in
the abdominal and pelvic organs is dysfunction of the smooth muscle component due to decreased expression of the
a1C Ca2+ channel subunit protein with subsequent triggering of compensatory mechanisms (increased expression of the
ACTA 2 gene), changes in the rigidity of the cell cytoskeleton and remodeling of intercellular matrix elements (changes
in the expression of the CPA3 and C1QA and DCN genes). A differentiated and personalized approach to patients with
abdominal and pelvic pain syndrome in women with CTD is the leading approach in diagnostic tactics and treatment

selection.
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BsepeHune

Hucnnasus coequuutenbuoi Tkauu (JCT) — rene-
TUYECKM JleTePMUHUPOBAHHbIE COCTOSIHUSA, XapaK-
Tepusymoluecs fegeKTaMu BOTOKHUCTBIX CTPYKTYP
U OCHOBHOTO BellleCTBa COeAVHUTETbHON TKaHY, IPU-
BOJAIYE K HApYIIeHMI0 GOpMOOOPa30BaHMs OPraHOB
n cuctem. [ICT umeeT pAf CMHAPOMANbHBIX KPUTe-
pueB, XapaKTepus3yeTcsa 0COOEHHOCTAMM TeYeHU
B Pa3/JIMYHBIX BO3PACTHBIX I'PYNIIaX M BCETfa MIMeeT
nporpagyeHTHoe TedeHue [1, 2]. Psij cuHEpOMaIbHbBIX
npossreanit ICT BrocneacTsuy GOpMUPYIOT XPOHU-
YeCKYIO0 TaTOJIOT 110, KOTOpasi HepeAKo BIedeT 3a co60it
XPOHMYECKYI0 60NEBYI0 CHMMITOMATHKY, KOTOPYIO
6bIBaeT 3aTpygHNUTENbHO Auddepenunposars. [1,2, 3].

XpoHuueckoit abgomuHanpHoit 60110 (XAB) Mox-
HO 0603HAYUTH 6OTIb IJINTENBHOCTDIO 60Iee 3 MeCAILIEB,
HOCSIIL[ell TIOCTOSTHHBII, 160 HMeproandecKuit (peru-
AVMBUPYIOLMIT) XapakTep [4].

XKenynouHo-KuIIeYHBIN TPAKT — KaK Hauboee
«KOJITar€HU3MPOBaHHAs CHCTeMa OPraHM3Ma», Hal-
6071ee 4acTO BOB/IEKAETCS B IATOIOTMYECKIIL IIPOLiece
npu JICT, uto 0b6ycrnaBnuBaeT paHHIOIO MaHubecTa-
1y 605eBoro cuHApoma [5]. ITo ZaHHBIM TUTEPATyPBI,
KOIMYEeCTBO [TOPA’KEHHBIX OT/IEIOB MUIeBAPUTEND-
HOTO TPaKTa BO3PACTAET C YBEINUCHNEM TSKECTH
COeMHUTETbHOTKAHHONM AUCIIIasuu [6, 7).

[TprurHaMM a6OMIHAIBHOI M Ta30BOI 607N (KaK
y 6onbHbIX ¢ [ICT, Tak u 6e3 [ICT) MoryT 6bITh Kak
OpraHHbIe IPUYNHBI, TaK ¥ PasINYHbIe M3SMEHEHNUA
CO CTOPOHBI CIVIAHXHOTOMOB (OCTEOXOH/PO3, MBILIEY-
Hble 1 ¢aciyanbHble TeeKTsl 1 T. [.), YTO Ipuobpe-
TaeT 0cobyro akTyanbHocTb mpu JCT.

YT0 KacaeTcst OpPraHHBIX IPUINH 6O/, TO U3BECTHO,
4TO >KaI00bl CO CTOPOHBI OPIOIIHOI MOTOCTI U Ma-
JIOTO Ta3a MOTyT GOPMUPOBATHCA B 3aBUCUMOCTH
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oT npeobnaganus cumnarudeckoro (CBHC) wan ma-
pacumnarudeckoro (IIBHC) orgenos BHC.

Tak, ecnu nipu npeo6naganuy [IBHC xapakTepHbI
OUCKVHE3UN U CIIAaCTIYeCKe 3al0Phl, METEOPU3M
" TOUIHOTA, To npu npeobmagauuu CBHC — atonu-
yeckue 3anopsl [8]. [To HameMy MHeHMIO, B 060UX
CTy4asiX B OCHOBE JIEXKAT IPOLeCChl AUCHYHKIINN ITTaf-
KOMBILIIEYHOTO KOMIIOHEHTOB. DTO Ipe/IIoIoXKeHNe
HOZTBEPXKJAIOT U PAGOTHI APYTUX POCCUIICKUX UCCITE-
moBateseil. VI3BeCTHO, YTO ONMMXOCUTMA, Pa3TNIHbIe
MIPOSABIEHN A BUCIIEPOITO3a, TPOJIATIC TeHUTATINI Me-
10T B CBOEJI OCHOBE CHIKeHNE IBUTATeTbHON aKTUB-
HOCTH TJIaIKOJl MYCKY/IaTypBbl, TOHYCa CPUHKTEPOB,
YTO BefleT K PasBUTUIO TMIIOMOTOPHBIX JUCKMHE3N,
ILYOJeHOTaCTPATbHBIX U racTpo33odareanbHbIX ped-
JIIOKCOB, CMEIIaHHBII TUII Heflep>KaHusA Moun [9-14].

Bonp npu JICT nepBoHayanbHO HOCUT AUCHYHK-
L[MOHA/IbHBII XapaKTep ¥ MOXeT OBITb Pe3yIbTaTOM
PacTsKeHU MOJIOT0 OpraHa, HalpsDKeHMEM ero CTeH-
K1, MBILIIEYHOTO COKpAllleHus U T. Ji. B cnepcTBum fuc-
(YHKIMY MBIIIEYHOI CTEHKM MOXKET aKTUBIPOBATHCS
IIPOLIeCC CUHTe3a OMOMOTMYeCK) aKTUBHbBIX BEIeCTB
(6pagMKUHVH, CEpOTOHMH, TUCTAMUH, IIPOCTATIAHN-
HBI I [Ip.), 4TO elne 6osblie 6yAeT ycyryoasaTh criasm
rIajikoit MycKynaTypel. AkTuBanusa bAB BoispiBaeT
pasipa’keHMe HOLMIIEITOPOB, COKpalljeH1e U paccia-
671eH1e II1afIKOI MYCKY/IaTyPbl, Ba30AM/IATALIMIO, YTO
dopMUpYeT «IIOPOYHBII KPYT».

Pasnnuarr 4 Tuna abfoMIUHaIbHON ¥ Ta30BOII
60/1m: BUCLiepaIbHas, HapueTaabHas, UPPATUNPYIO-
IIas U ICMXOT€HHasA.

BuciiepanbHas 60/1b BBI3BIBAETCS IOBbIIIEHIEM
TaBIeHU s, pacTsHKeHUeM, HaTs>KeHNeM, paccTpoii-
CTBOM KpOBOOOpallleHN sl BO BHYTPEHHNUX OpraHax
U MOXeT OBITh Pe3yIbTaTOM KaK OpraHMYecKIX, TaK
U QpyHKIMOHA/IbHBIX 3a00/1eBaHNIT (HAIIpUMep, AMBEP-
Tmen). bonp MoxxeT HOCUTD TyIOI, CIIACTUYECKNUIA,
JKTYy4MIi XapaKTep U He MMETb Y€TKOI JIOKaIu3aLum.
OHa MO>XeT CONPOBOXAATHCS PasHOOOPasHbIMU Be-
reTaTUBHBIMU NIPOSBICHUSMY, HOCUTb UPPAAUNPY-
0L MIT XapaKTep (AMCKMHEe3MsA >KeTYHOTO Iy3bIps,
UJIeOLeKalIbHBI pedIIOKC, pacTAXXeHNe TUBEPTH-
Kyna 1 T. 1.). B c1y4ae npucoenuHeHus BocnaneHns
6protnHbL 60/1b IPUOOpeTAET YEPThI IAPUETATBHOI
60711 U CTAHOBUTCS OCTPOIL, Y€TKO JIOKa/TM30BaHHOI,
COIIPOBOXKAIAIOIIEVICS HATIPSKEHVIEM MBIIIIL OPIOLIHO
CTEHKU ¥ YCUIMBAOIIENICA IPU M3MeHEeHUN TOT0oXKe-
HIA TeNa, Kalle.

IIcuxoreHHast 60/1b BOBHUKAET IPU OTCYTCTBUU
COMATMYEeCKMX IIPUINH U 00yC/I0B/IeHa AeDUIITOM
MHTUO6MPYIOWNX GaKTOPOB U/ YCUTEHIEM HOP-
MaJIbHBIX BXOAAIMX adpepeHTHBIX CUTHAJIOB, BCTIEf-
CTBUE MOPaXXeHN S IIeHTPaTbHBIX KOHTPOMUPYIOIINX
MeXaHM3MOB V/Vu CHIDKeHus cuHTe3a BAB. bonp
MIOCTOsIHHAS, He CBA3aHa C HapyLIeHNeM MOTOPUKI,
IIpUeMOM MM, IePYUCTa/IbTUKON KUIIIeYHNUKA, fede-
Kalueit u fpyrumMu GpuanonornyecKuMm poreccamMi.
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ITpu [ICT cHHAPOMbI XpOHIIECKOIT a0TOMITHATbHOI
¥ Ta30BOJI 60/IM MOTYT MOT'YT OBITD pE3y/IbTATOM CTIEAY-
IOLIVIX HO30JIOTUI: IOIMXOCUTMA, MOTOPHO-TOHIYeCKUe
HapyueHus (pedIIoKChl AyofieHOTacTpaTbHbIe U Ta-
cTpoasodareanbHble), HECOCTOATENBHOCTD XOMOB
KT (xapauanbHOTo OTfena XenyfKa, 6ayrimHueBoi»
3aC/IOHKM), BUCLIEPOIITO3, IIPOJIAIIC TeHUTAINI, Bapu-
KO3Has 60/Ie3Hb Tasa y )KeHIIVH, IIPOKOe MyII0OYHOe
U ITaXOBOeE KOJIBLIA, I'PhIXKa MUIIIeBOIHOTO OTBEPCTIUA IU-
adparmsl, coyeTaHue fedopMaIy XKeTIHOTO y3bIps
(YRIVHEHHBIV XXeTYHBII ITy3bIPb, IIeperObl XXeTIHOTO
ITy3bIps) ¢ PyHKIMOHAIBHBIMY HAaPYIIEHNAMY FelIaTo-
OM/IMAPHOL CUCTEMBL 1 T. [i., AUBEPTUKY/IBI Pa3/IIIHON
JIOKaIM3auy (KMIEIHOI TPYOKM, MOYEBOTO ITy3bIPsI).
BTOpMYHBIMU ABNAOTCA OPTaHNYECKNE M3MEHEHN A
YKa3aHHBIX OPTAaHOB: XPOHMYECKIEe TaCTPUT, 1yOfie-
HIUT, 930()arnT, XP. XONMeLUCTUT (HEPEKO C pa3BUTUEM
KaJIbKYJIE3HOT0), IIME/I03KTAa3MUM, XP. LUCTUT HEPEJKO
C HapylIeHMeM MOYeNCIycKannsA (HefepKaHye MO4n
WIN 3aTPY/HEHHOE MOYENCITyCKaHe TIPY BbINIafIeHUN
BHYTPEHHUX [I0/IOBBIX OPT'aHOB Y XKEHIIVH).

Bce nepeuncienHoe 06ycaBnuBaeT akTyaabHOCTD
npo6nemsl auddepeHIIPOBAHHOTIO MOAX0AA K abf0-
MuHanbHo 1 Tazosoi 607y npu JICT. U eciin 3a6ore-
Bauust JKKT B pamkax JICT moppo6HO paccMOTpeHBI
TepaleBTaMy, FaCTPOIHTEPONOraMU U XUPYPraMu,
TO O CUHJpPOMe XPOHMYECKOTI Ta30BOJ 11 abJOMIHATIb-
HOJI 607111 Y TAIIY€HTOK C IIPOJIAIICOM Ta30BbIX OPI'aHOB
XOTe/oCh OBI CKas3aThb OT/ie/IbHO. I109TOMY Ile/blo Ha-
IIEeTO MCCIeJOBaHMA ObIIO OLIEHUTD YaCTOTY BCTpe-
YaeMOCTY CHHJPOMa XPOHMYECKNX aOTOMIHATbHBIX
U Ta30BBIX 6oreit y manuentok npu JCT B pasHbIx
BO3PaCTHBIX TPYIIIaX.

Marepuanbl 1 METO[BI: 00C/IETOBAHO 852 KEHIINH:
268 mepBobGepeMEeHHBIX IIEPBOPOAAIINX, CPEHII BO3-
pacT KoTopbIX cocTaBun 24,843,46 net, 346 naleHTOK
¢ npomnancom reautanuit (IIT), cpegHmit Bo3pacT Ko-
TOpbIX cocTaBun 44,5 + 10 net, u 238 naLlMeHTOK cTap-
11e’l BO3pacTHOM IPYIIIIBI, CPeTHMI BO3PACT KOTOPBIX
cocTaBuI 58+5 neT. Bce malMeHTKM MMeNn CMHAPOM
muctnasun coeguuntenbuon tkauu (JICT), Tonbko
y 10(2,9%) manuenTok ¢ mpomancom reaurannit (I1T)
He o6Hapy)XeHO BHeIIHuX npusHakos JICT.

MeTtomamu uccnegoBanus ObIn: GU3MKaIbHbIE
(mmarHocTuyeckuit KoadpduimeHt, KoaspPuMeHT
nHpopmaryuHocTy npusHakos [ICT Ha ypoBHe 7 op-
TaHHBIX CUCTEM B COOTBETCTBUM C HAI[MOHAIbHBIMU
pexkomenparusamu 2018 ropa), MHCTPYMEHTA/IbHbIE
(Y3U opraHoB GpIouIHOI MOIOCTY M MAJIOTO Ta3a),
9XOKIT, 3KI, MPT (1o moka3aHusaM).

VIsy4eHue ypoBHs 9KcIpeccun 6enka mopoobpa-
sytoweit cy6pegyannbl al Cav-1.2 (Calcium Voltage-
Gated Channel Subunit Alphal C, CACNAIC) B TkaHI
KPYIJIBIX CBA30K IPOBOAM/IN METOLOM BeCTE€PH-0JIOT.
Nsydqenne sxcnpeccun renoB ACTA2, CPA3, CQAL,
DCN B KpyT/IbIX CBA3KaX MaTKM IPOBOJ VI METOLOM
onuMepasHoii renHoi peakyuu (ITIP).

Pe3yanaTb| nccnenoBaHMAa N X chymneHme

Bce manueHTKY Ob11 06CIegoBanbl Ha ipegmet JCT
10 OOIETTPUHSTHIM KpuTepusM [8].

V3 Tabmuibl BUAHO, YTO MOPGOTHII MALIMEHTOK
caM 110 cebe MOT IIPEeJIIONaraTh K MOsABIEHNUIO Oorelt

PpasnMYHOM MToKanusanuu u uppagnanuu. Tax, yacro-
Ta ckonmo3sa Il crenenn u Boiuie Konebanach ot 24,6
10 45,5% B pasnuMYHBIX BO3PACTHBIX I'PYIIIAX, YTO
B COYETAHUMY C BHICOKOJI YaCTOTON IMIIePMOOMIBHOCTH
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Tabnuua 1
Kputepun
MOCTaHOBKM
nnarHosa ACT
y 60nbHbIX

TmHeKkonorna MHeKonorua
AKyLuepcTBO (penpoAyKTuBHbBIN  (NOCTMeHoNay3anbHblii
N=268 BO3pacT, BO3pacrT,
Mpu3hak (Cp. BO3p. — N:‘;46) N:p238)
24,8+ 3,46 ner) (Cp.BO3p.— (Cp. BO3p. —
44,5+10 ner) 58+5 ner)
1. Pocr 167,2+7,27 163,2+5,22 162,5+0,612
2. Bec 59,5+10,91 72,6+12,09 71,7+1,03
3. UHpekc Maccol Tenna (Hopma 18,5-25) 21,5 26,2 26,8+0,35
j{' z:;’;lgf’(‘)esmmy pasMaxom pyx 0,99+0,14 1,02+0,02 1,02+0,02
5. OTHouIeHNe AMuHA KUCTH: pocT 6omee 11% 10,8+0,44 11,03+0,46 10,7+0,05
6. OTHOILIEeHVeE AIMHA CTONBL: POCT 6ortee 15% 14,8+0,77 15,3+0,61 14,7+0,1

7. TIOMOXUTENbHBIN TECT Iy4€3aNACTHOTO
cycraBa

151(56,3%)

122(35,2%)

36(15,1%)

8. TIoMOXXUTEeNbHBII TECT 6OMBIIOTO MaTblja
(IlITesin6epra)

78(29,1%)

102(29,5%)

46(19,3%)

9. Jedbopmanus rpyaHOIT KIeTKU

24(8,9%)

62(17,9%)

10. Cxonuos II crenenn

122(45,5%)

86(24,6%)

78(32,8%)

11. ApkoBupgHOe HEGO

95(35,4%)

94(27,2%)

6(2,5%)
(roruueckoe He6O)

12. CKy4eHHOCTb 3y60B

40(14,9%)

93(26,9%)

IIporesupoBanne
13. AHOMAaJIbHBIV IPUKYC 50(18,7%) 55(15,9%) B GO/IBIIMHCTBE
cry4aes
14. Iuctpodus smann 50(18,7%) 46(13,3%) -
15. A{eHTUsI, TUTIOIEHTSI, OTUTOEHTU S 22(8,2%) 20(5,7%) 6(2,5%)
16. IIpoTpy3us BepTIY>KHOIT BIIafUHbI 10601
cTeneHN (IOATBepP)X/[eHHAs peHTTeHOBCKUM 3(1,1%) 6(1,7%) He onncano

CHUMKOM).

17. ToBbieHHast (>3CM) pacTsHKMMOCTD KOXMU

106(39,5%)

97(28,0%)

121(50,8%)

18. llInpokue arpoduyeckne py6LbI 7(2,6%) 5(1,4%) 16 (6,7%)
19. Bapxarucras Koxa 48(17,9%) 36(10,4%) -

20. Atpoduueckne cTpun (He BEI3SBaHHBIE 67(25%) 99(28,6%) 70(29,4%)
OXXMpeHNeM UIn 6epeMEHHOCTDHIO)

21. T'pboxu 34(12,7%) 67(19,4%) 42(17,6%)
— nyno4yHas 8,3% 12,3% 5%

— TaxoBas 4,2% 7,2% 3,4%
iz;{?;gzz,f;YTpeHﬂmx OpraHoB 11(4,1%) 23(6,7%) 14G.9%
— racTponTos3 7(2,6%) 12(3,5%)

23. MbllieyHast TUIIOTOHMS (HMOKe 25 MKT) 130(50%) 198(57,2%) 78(32,8%)
24.24. Muonus c gercrsa (%) 95(35,4%) 60(17,3%) 124(52,7%)

25. I'nnepMo6MIBHOCTD CyCTaBOB
(I'MC 4 6anna u 6onee)

173(64,6%)

189(54,6%)

59(24,7%)

26. ApTpanrus gonbliue 3 Mec.

5 4 cycrasax i Gonee 36(13,4%) 55(15,9%) He onennBanoce
27. Pactsixenus 17(6,7%) 77(23,8%) 24(10,1%)
28. BoiBuxn 1-ro cycraBa 11(4,1%) 29(8,9%) 11(4,6%)
29. BoiBuxu 6omnee 1-ro cycraBa 17(6,3%) 10(3,1%) 8(3,4%)
30. ITnockocromnue 118(44%) 226(65,3%) 89(37,4%)
31. BpoxxpeHHblI BBIBUX Gefpa 9(3,4%) 6(1,7%) He onncan
32. IIponmanc MUTpaIbHOTO KJIallaHa > 2-3 MM 268(100%) 265(88,3%) 80(33,6%)
33. [Iponanc TpUKYCINaTbHOTO KIallaHa 67(25,0%) 45(15%) He onncan
34. Peryprurauus Ha 1-2 knanaHax (MP, TP) 107(39,9%) 143(47,7%) 146(61,4%)
35. MUKCOMATO3Hasl ieTeHeparust 17(6,3%) 43(14,3%) 8(3,4%)

]33 6};23‘::::;?23‘::? MUTPAJIPHOTO KOTIbIIA 7(2,6%) 22(7,3%) He ommcano
37. Jlerkoe o6pa3oBaHue TeMaToOM IpK 123(45,9%) 99(28,6%) 129(54.2%)

HE3HAYMTE/NbHBIX ylapax

38. KpoBoTOUMBOCTD TKaHeM

39(14,6%)

64(18,5%)

32(13,5%)

39. IloBbIlIeHHAA QUCIIIACTUYECKAS

73(27,2%) 81(23,4%) He onennBanacp
CTUTMaTU3aLUsA
40. T'pbDKM y POICTBEHHIKOB 11(4,1%) 41(11,8%) 40(16,8%)
41. TTponarc reHnTannil y pOACTBEHHUKOB 22(8,2%) 65(18,8%) 90(37,8%)
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CyCTaBOB (ot 24,7% no 64,4%) U OCTEeOXOHpO3a
(30,1-54,6%), sABAsANUCH 3HAYUMBIMU paKTOpaMu
B pa3BUTNY 60/IeBOro CuHApoMa. Bomu Moria HocuTb
PasHOOOpasHBI XapaKTep C pasIMYHLIM YPOBHEM
JIOKa/IV3a1I M, UpPafali iy, CBA3aHHBIMU OBITD C JIBU-
>KeHUeM mm 6es3-.

BbIcokast 4acTOTa IPBIK IepeHe-OPIOIIHOM CTeHK I
IOYTY Y YETBEPTU 60nbHBIX (0T 12,7 110 19,4%), TaKKe
MOT/IM OBITb IPUYMHOL 60JIeiT KaK OCTPOT0, TaK M XpO-
HIYECKOTO XapaKTepa.

[MatrornomounvHbIM st JCT MBI cuuTaeM 1 BO3-
MO>KHBIV CUHIPOM JI€TOP3UM BHYTPEHHNUX OPraHOB
(He cuMTas mepekpyToB omyxosnei). B muteparype
MMEIOTCs COOOLIEeHNs O MepeKPyTe >KeMyAKa, JKemd-
HOTO Iy3bIps, KNIIeYHMKA, MeKKeneBa AMBEpUTKYIa,
4epBeoOPa3HOTro OTPOCTKA M MATOYHOM TPYOBI T. 7. [15].
B HamreM Ha6MO€eHUM VIMEJICS MUIIb €AVMHUYHBIN
clydaii mepekpyTa 3JOPOBbIX AMYHMKA ¥ MAaTOYHOI
Tpy6BI C OfHOI CTOPOHBI y malueHTKu 16 et. Kaxkgas
HO30JIOTHUs MIMeeT CBOM 0COOEHHOCTH, HO IIPOXORUT
oIIpefie/IecHHbIE CTafMM TeUEHM: 3aCTOI, MHPAPKT,
KPOBOM3/INAHNE, HEKPO3, PA3PhIB OT NMEPEMOTHEHN A
U IEPUTOHUT. BoeBoit CMHAPOM HeceT YepThl KaXK0
13 CTaZi¥ OCTPOTO XMBOTA.

Hanporus, XpoHudeckuit 6071€Bot CUHAPOM KaK
yKa3aHO BbILIIe MeeT MATKOe TedeHle i 00yCTIOBIeH
CONYTCTBYIOLIE 3KCTPAareHNTalbHO IAaTOIOTMEIA.
Hanpumep, 1o faHHBIM TUTEpPaATyphl 4aCTOTA BHIAB-
neHus pednokc-szodarura gocturaer 19% u 06y-
CNIOBJIEH COMYTCTBYIOIMMM MATONMOTMAMM: HEJOCTa-
TOYHOCTBIO KapAuy, KoTopas BcTpeuyaercs B 53,4%,
IpbIXKell MUIEeBOSHOTO OTBePCTUs AuadparMbl
(T'TI0O) — B 13,7% [16].

ITpn JCT wacToTa racTputa, fyofiecHUTa, HEFOCTa-
TOYHOCTM Kapfuyu TaKKe JOCTaTOYHO BBICOKM [16].
YacToTa BCTpedaeMOCTH 3TUX 3a607IeBaHNUIl YBeIu-
YMBaeTCs C BO3pacToM. Tak, B HallleM MCCelOBaHNMI
4acTOTa XPOHMYECKOTO TacCTPUTA, TACTPON YO €H M-
Ta C BO3PacTOM yBeIN4unIach fo 52,1%, fucKkuHesusa
JKeT4eBbIBOAAIMX Iy Teit ¢ 14,2% — 10 29,4% ciy4daes
(cM. Tabm. 2). HapyuieHne rmagKoMblILIeYHOL MOTOPH-
KV TIPVBETIO K YBeIMYEHNIO YaCTOTHl XPOHMIECKOTO
KOJIMTA U CUHJPOMA pas3/ipa>keHHOM KUIIKM C 5,6%
cny4vaes jo 10,8%.

XpoHmMdecKnit 6ecKaMeHHbIN XO/IenucTUT ¢ 3,8%
C BO3pacToM yBenuuuics fo ¢ 10,9%, a x Bospacrty
CTapllleil BO3PaCTHOI IPYNIIEI TPaHCHOPMIUPOBAIICA
B 10,8%-14,7% ciy4aeB Ka/JbKy/I€3HOTO XONELMCTUTA
(cm. TabmI. 2).

Hammymu paboraMu MoKas3aHo, YTO He TOIBKO BO3-
PacT CIoco6CTBYeT yBeMUIEHNIO YaCTOTHI 3a007IeBa-
Huit JKKT, Ho n popma tevenus [ICT: uem Tskernee
npotexaeT cunapom JICT, yem yaie BoBneKaeTcs
cucrema JKKT, yame passuBaercsa pedokcHas 6o-
ne3Hb (¢ 15,9% B rpymnme ¢ IerKMMH IPOSIBIEHUAMU
HCT no 45,7% cnydaes B TpyIiIie C BHIPa>KeHHbIMMI
nposisneHnsivu ICT). HecoMHeHHO, B OCHOBE TaHHbBIX
3a60/1eBaHMIT Ie>KAaT GYHKIIMOHAIbHBIE PACCTPOIL-
CTBa, CBA3aHHBIE C JUCHYHKITNET I7TaIKOMBIIIEYHOTO
KOMIIOHEHTa, U IIPY OTCYTCTBUM KOPPEKIINN U/ ee
HeJJOCTaTOYHOCTH, MIPUCOEMNHAIOTCA OpTaHNIeCKIe
M3MEeHEHN .

B ocHOBe ragKOMBbIIIeYHON AMCHYHKINH, MbI
CYMUTaeM, JIeXXAT NMPOIECCHl CHUXKEHMSA IKCIIPEeCCUN
6enka cy6bepyunnbl alC Ca2+ KaHAIOB, KOTOPbIE
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OIIpefeNIAI0T TOHYC ¥ COKpallleHe I71aJKOMBIIIEYHBIX
9/1eMEeHTOB. MBI BBIABUIIN, YTO YPOBEHD IKCIIPECCUN
6enka cyopenuunipl alC CA2+kaHanos ¢ 4,098 (2,508;
6,543) OTH. efI. B TpyIIIle KOHTPOJIA CHIDKAJICA B 6 pas
1o 0,680 (0,180; 2,74) B rpymIie ¢ BbIpa)KEHHBIMMU IIPO-
snenusamu JCT (p=0,0015) [17].

IToMMMO CHIDKEHMSI 9KCIIpeccun 6eka CyobefuHu-
16l a1C Ca2+ KaHaa, MBI BBIIBUIV KOMIIEHCATOPHOE
yBenudenne axcrpeccyy rena ACTA2, KoTopblit onpe-
mernseT pyHKINIO IVTOCKEIETa KIETKM, eT0 XXeCTKOCTb
U QYHKLIMOHA/TBHOCTD. YBe/IMYeHMe YPOBH 9KCIIpec-
cumreda ACTA?2 B rpynne nanuenTok ¢ ICT gocturio
568,1 (922,88: 110,55) ye, B TO BpeMs KaK B IpYyIIIIe
KoHTposns 30,27 (66,75; 8,14) ye. Takke numenach 4er-
Kas B3auMOCBA3b ¢ TsKecThbio [ICT: B rpyme ¢ BeIpa-
skeHHbIMU nposasneryamu JJCT — 678,03 ye mo cpas-
HeHMIO co 194,01 ye. Takoke BBIABIEHBI U3MEHEHM
skcnpeccuy resoB CPA3 n C1QA n DCN.

ITosTOMY POIb ITTafKOMbIIIEYHOI ANCHYHKIINN
ABJIAETCA He ocenHelt B pasBuTuy natonorun JKKT
BHa4ajie GYHKIMOHAIBHOTO, a IOTOM J OpraHIYeCcKO-
TO XapakTepa.

B cBs13u ¢ Tem, 4TO Ta3oBas guadparma ABIAETCA
I7IaJKO-MBIIIEYHBIM OPTaHOM, MBI IIPOBEIN aHAIN3
ocobeHHoCTel! ka106 y marnyeHTokK ¢ IITO nmpu ICT.

Bepgymumu xanobamu y manuertok ¢ IITO npu
ICT siBIsA0TCS )XaM06BI CO CTOPOHBI AHOPEKTAIBHOTO
OTJie/Ia Ta30BOI1, @ TAK)Ke KaT00bI, KOTOpBIE ABTAETCS
clefcTBYeM AUCHYHKIMOHAIBHBIX HapYIIeHMit pabo-
TBI OPTraHOB OPIOLIHOJ [TOJIOCTY ¥ MA/IOTO Ta3a.

Tak, YyBCTBO HETIOTHOT'O OTIOPOKHEH N KMIIEeYHMKA
ormeyvanyu 188(54,3%) 60mbHBIX, 3amopsl — 177(51,2%)
MAIMEHTOK, 3aTpyaHeHue fedpekauun — 135(39,0%),
HeJlep>KaHMe Ta30B — y 92(26,6%). YKa3aHHBbIe JKa-
700bI 6BIIM XapaKTepHBI He TOMBKO [ MalleHTOK
¢ IITO, HO BCTpeYaIyCh U Y HEPOXKABIIUX IepBObe-
pemeHHbIX 1 3aBuceny ot popmbl JICT, ocobennocTeit
ee TeUeHNs: >Ka/I00BI Ha YYBCTBO HEIIOTTHOTO OTIOPO>K-
HeHM I KUIIeYHNKa, CKIOHHOCTD K 3aII0paM OTMevann
30,2% u 32% Hepo>KaBIIMX NepBOOepeMeHHbIX, Ha 3a-
TpynHeHue fnedexanuu — 22,3%. Hannune GpyHk-
LMOHAbHBIX HaPYIIeHNIT aHOPEKTATbHOTO OT/eNa
Ta30BOI1 AMadparMbl y HePOXKaBIIMX )KEHIIH CTaBAT
1071 COMHEHMe BEely1LIYIO PO/Ib POJOB B Pa3BUTHUM AN~
KaJbHBIX OPM MpoJIarica FeHUTANNI B COYeTaHUN
C CMHJPOMOM NIPOTPY3UU U pelaKCalli Ta30BOTO
nHa [18].

CrnemyeT OTMETUTD, YTO YaCTOTA ANIEH/[IKTOMUNI
B aHAMHe3e TaK>Ke yBe/lM4YnBaaach ¢ BO3PacTOM, JiO-
cruras 16-18% 1o cpasHennio ¢ 1,8% y naumeHTox
B Bo3pacTe fo 25 neT (cM Tabi 2). ITO MOXET OBITH
pes3y/nIbTaToM CUHIPOMa HEZOCTATOYHOCTY GayTruMHU-
epoit 3aciionku (CHB3) ¢ pa3BuTieM nneoekanbHOTO
pedrniokca, xapakreproro i [JCT u onucaHHOTrO
poccuitckumu yuernimu B 2008 rogy [19]. CHB3 npo-
sIBsieTCA 6OMBIO0 CIpaBa B MO B3OIIHOI 061acT,
YCUIMBAIOLIEICS [TOC/Ie OOMIBHOTO IpyeMa TsKeNoit
. [11s1 3a60/1eBaHM A XapaKTePHO HOsIBTIEHMeE A1C-
TIeTICNYeCKMX CUMIITOMOB: OTPBDKKM C HEIIPUATHBIM
THUJIOCTHBIM 3aI1aXOM, MeTeopusMa, JuckoMmpopra
B 9IIUTACTPAIbHON 00/1aCTH, «ypUaHUe» B IIOAB3OLI-
HOIT 06/1aCTI B TIOKO€ U IIPY Ta/IbIaL[ UL,

Pa6orast ¢ mmaHoBbIMY nanueHTKamu ¢ [T mpu
JICT, Ml pasnuvany 60/1€BOJ CUHPOM, BBI3BaHHBII
IIPOJIAIICOM Ta30BBIX OPTaHOB ¥ BApMKO3HOI1 60/IE3HDI0
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Tabnuua 2

ConyTcraylouan MMHekonoruna 5 MMHekonorunsa )
AKylwepcTBO (penpoAyKTUBHbII (nocTmeHonay3anbHbIi
v s s
(Cp. BO3p. — N=346 N=238
24,8+ 3,46 ner) (Cp.BO3p. — (Cp. BO3p. —
44,5+10 ner) 58 +5 ner)
Cusppom sereto-cocymucTod Aucdymniiymn 45(16,7%) 63(18,2%) 60(25,2%) B aHaMHese
I10 TUIIOTOHMYECKOMY TUILY
Cungpom BC]] 10 runepTOHNYECKOMY TUILY 52(19,4%) 102(29,5%) 8(3,4%) B aHaMHe3e
Curppom BCJl o cMemaHHOMY TUITY 50(18,7%) 16(4,6%) -
AprepnajpHas TUIIEPTEH3N S 8(3%) 56(16,2%) 57(24%)
Xp. Bpouxut, 6poHxuanpHas acTMa 18(6,7%) 38(10,9%) 34(14,2%)
Tpombodnebur B anaMHese - 11(3,2%) 24(10,1%)

Xp. TOH3MJIZIUT 45(16,7%) 83(23,9%) 104(43,7%)
TOH3U/ISKTOMUSI B aHAMHe3€ 5(1,8%) 44(12,7%) 36(15,1%)
ANNEeHI3KTOMUS B aHaMHe3€e 5(1,8%) 64(18,5%) 38(16%)

Xp. FacTpurt, racTpogyoReHUT 41(15,3%) 96(27,8%) 124(52,1%)
SI3BeHHas 60/Ie3HDb KeMyAKa U 12-TIepCTHOI! ) 19(5,5%) 10(4,2%)
KULIKY
TacTponTos 12(3,5%) -
Xp. Konut, cungpom pasgpaskeHHOI KMIIKA 15(5,6%) 39(10,8%) 14(5,9%)
KanbKy/nesHblit XOMenCTUT 34(9,8%) 35(14,7%)
Xp. 6ecCKaMeHHBII XOMELUCTUT 10(3,8%) 38(10,9%) 26(10,9%)
JMCKMHEe3VA >KeT4eBBIBOAAMX My Tel 38(14,2%) 41(11,9%) 70(29,4%)
OxunpeHne 20(7,5%) 83(23,9%) 52(21,9%)
OCTeO0XOHAPO3 TO3BOHOYHIKA 81(30,2%) 104(30,1%) 130(54,6%)
CK/IOHHOCTb K a/I/IepTUYeCKUM peaKkIsiM 67(25%) 120(37,5%) 74(31,1%)
ApTpPO30apTPUT OFHOTO MM HECKOIBKUX 29(10,8%) 70(21,6%) )
CYCTaBOB
ApTpanrun 36(13,4%) 55(15,9%) -
BapukosHas 60/1e3Hb 41(15,2%) 136(39,5%) 146(61,3%)
T'emoppoit 65(24,3%) 107(30,9%) 84(35,3%)
CKJIOHHOCTD K HOBblmeHHf)ﬁ{ KPOBOTOYMBOCTH 37(13,8%) 64(18,5%) 38(16%)
TKaHeln
ITapagonTO3 91(33,9%) 105(30,4%) 122(51,3%)
CKJIOHHOCTb K 00pa30BaHMIO F€MATOM I0C/IE 25(9,3%) 99(28,6%)

ymmn6os

BeIparkeHHast CKIOHHOCTD K 06pasoBaHMIO
reMaTOM IOC/Ie ymu6oB

129(54,2%)

122(35,3%) 80(29,9%)

OpraHOB MaJjIOro Ta3a M 00/IeBOI CMHPOM, BbI3BaH-
HBII ApyruMy 3a60neBaHuAMY y manueHToK mpu JCT
(monmmxocurma, XpOHMIeCK Uit KONMUT, pednrokcHast 60-
J1e3Hb, He(pPOIITO3, XP. XOJELNCTHUT, XP. TACTPUT U T. ).

bonu npu IIT' HOCAT TAHYIMINIT XapaKTep C olLIylie-
HIeM NHOPOJHOTO TeJla BO BJIaTa/lnile U IPOMeXXHO-
CTH, YCMIMBAIOTCA K KOHILY pabo4ero fHs U CBA3AHBI
C MINTEJIbHBIM HAXOXXIEHNEM Te€/Ia B BEPTUKAJIPHOM
IIOJIOKEHUU NIV IOABEMOM TAXKECTU. bonu IIpu Bapu-
KO3HOI1 60/Ie3HM OPTaHOB MAJIOTO Ta3a 1 HepPOITO30M
VMEIOT aHa/IOTMYHBIN XapaKTep.

BomneBoit cMHIPOM, BEI3BAaHHBII COITYTCTBYIOLIVIMU
sabonesanuamy npu [JCT (gommxocurma, XpoHude-
CKMIT KONUT, pepriokcHasA 60me3Hb, HepponTos, Xp.
XoneuncTut, xXp. [acTpuT u T. 1.), IPOABIATCI CKOpee
IIpU IIOTPEITHOCTAX B IMTAHUMN, & TAKXKE HapyHleHI/H/I
IpOIy/IbcKy 1o KuiiteuHuky. Ho B 1r060M ciy4ae, 06a
BMja 60N He HECYT YepThl IIepUTOHeaNbHO 60U
(c mppapgmanmeit o 30HaM MHHepBaluu guadpar-
MajJIbHOTO HEPBA, C ABJICHNAMM MBIIIEYHOTO HAIIPpA-
JKEHUA 1 T. JI.), @ TAK)KE He HECYT 4epPThI I0KaJIbHOTO
BOCIIA/INTENBHOTO XapaKTepa (HalpuMmep, JUBEPTUKY-
JIUT, TPOKTOCUTMONINAT, ANNEHAULINAT 1 T. JI.).

ITpu puddepeHIPOBAHHO [UATHOCTUKE CIENY-
eT IIOMHUTDb U O XPOHMYECKOM 00/IeBOM CHHAPOME

(3a MCK/IIOUYEHMEM IIepeKPyTa OMyXoJiell, KOTOpbIe
HECYT YepThl KIMHUKN «OCTPOTO XMBOTa») IPU
CONMYTCTBYIOIUEN TMHEKOTOTUIECKON MAaTOMOTUN.
Omnyxonesble 3a60MeBaHMsI TeHUTANNIL (4ACTOTA MU-
OMBI MaTKM U aZleHOMMO3a B HallleM UCCIeOBaHUN
He npeBbllana 25,4%-26,9%, Hapy>XHOTO TeHUTaNb-
HOTO 9HIOMETP1O03a U JOOPOKaIeCTBEHHDIX Oy XOJIel
SIMIHUKOB — 11,8%) He XxapaKTepHBI IJIsI MALMIEHTOK
npu [ICT B Bupy npeobnafaHusa CUCTEMHOTO TUIIepe-
MMYECKOTO TUIIA MUKPOLMPKYIALMUM TEM He MEHee,
[IOMHUTb O CUHJPOME XpPOHIYECKOII Ta30BOI 60N
HeobxopuMo [20, 21]. [TaHHBLI CUHAPOM MO>XKET BCTpe-
4yaTbcA y 4eTBepTH keHIuH npu [JCT, numeer 4epTs
XPOHMYECKOI Ta30BOI 60/, HECET YePThI LIMKINY-
HOCTH M BCETZa CBA3aH C MEHCTPYaIbHBIM LIMK/IOM.

Taxum o6pasom,

1) sudpdepennnpoBaHHbI U nepcoHnPUIUpPO-
BAaHHBIN NMOAXO[ K IAL[MeHTKAM C CMHAPOMOM a6-
HKoMMHabHOI 1 TazoBoit 60y npu JCT y sxeHuH
SAB/IAETCS BEYIIMM B TAKTVKE AMATHOCTUKM U BBIOOpa
JIedeHn

2) B ocHOBe COMyTCTBYIOMMX HaYaAbHBIX QyHK-
L[MOHATbHBIX, a B TIOC/IEAYIOIeM ¥ OPTaHUYECKUX U3-
MEeHEHMIT OpraHOB OPIOLIHOJ OTOCTY ¥ MaJIOTO Tasa,
NeXNUT AUCPYHKUM A [71a/IKO-MbIIIIEYHOT0 KOMIIOHEHTa
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B CJIe[ICTBUE CHIDKEHMs dKCIpeccun 6eka cyobenu-
Hunbl alC Ca2+ KaHaJ C HOCTEAYIOUIUM 3aIIYCKOM
KOMIICHCATOPHBIX MEXaHU3MOB (yBe/IMYeHNEM IKC-
npeccunu reHa ACTA 2), n3MeHeHMeM XeCTKOCTH Iiy-
TOCKejIeTa KJIETKY ¥ peMOJie/IPOBAaHIEM TIEMEHTOB
MeXXK/IETOUHOTO MaTpuKca (M3MeHeHMs SKCIIPeccun
reroB CPA3 u C1QA u DCN).
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