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MaToreHes aucnnaswn coegmHutensHon TkaHm (OCT) siBnsieTca BaxHoW npobnemoni neguatpum. OCT xapakrepusyeTcst
nonmmopcmamMomMm heHOTUNMYECKMX U BUcLeparnbHbiX Npu3HakoB. Ocoboe BHMMaHWE 3acryXuBaloT naToreHeTndyeckne
acnekTbl, CBsI3aHHblEe C AuchanaHCcoM KonnareHoBbIX M HekosnareHoBbiX 6enkoB, Npu HeHacneacTBeHHbIx hopmax OCT
y Aeteil. ManonsyyeHHOIN ocTaeTcst ponb AucbanaHca anactuHa, namrHnuHa U reHoMa «MaXoOpHbIX» GEnKoB, y4acTBYHOLLMX
B (DOPMMPOBAHUMN TKAHHbLIX CTPYKTYP.
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Pathogenesis connective tissue dysplasia (CTD) is an important pediatric issue. CTD is characterized by
polymorpfism of phenotypic and visceral signs. Pathogenetic aspect connected with disbalance of collagenic and
non-collagenic proteins deserve special attention when children have non-hereditary forms of CTD. The role of elastin
and laminin disbalance and the genome «major proteins» that participate in tissue structures’ formation remains an

understudied issue.
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B HacTosilLee BpeMs MCNoNb3yeTcs YHUULMPO-
BaHHas TEpPMUHOMOrMA AUChNasnM CoeanHUTENbHON
TKaHW, npeacTaBneHHas B npoekte Poccunickmx peko-
MeHgaumni «HacneactBeHHble U MHOrohakToOpHbIe
HapyLeHUsa coeuHUTENbLHON TkaHu y geten» [1].
CornacHo gaHHOMY MpOEKTy LienecoobpasHo Bbiae-
NATb HacNeACTBEHHblE HapYLLEeHUs COeAUHUTENbHOMN
TkaHn (HHCT) 1 gncnnasuio coeguHUTENbHOM TKaHu
(ACT). OCT MoxeT MMeTb HacneacTBEHHOE MOMUreH-
HOE MPOUCXOXOEHWEe N pasBUTME NpoLecca BO3MOX-
HO B pesynbTaTte HebnaronpusaTHOro BO3OENCTBUS
Ha 9MOpPMOH ¥ Mfo4 NPU HanuyMnm reHeTUYEeCcKon
npegpacnonoXeHHocTU. B ¢cBs3M ¢ 9TUM NpUHATO
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BbiaenATb andpepeHumpoBaHHyo U HeauddepeHun-
pOBaHHYO ANUCMNa3nun CoeqUHUTENLHON TkaHu [1-7].

OCHOBY CTPYKTYpbl COeAVHUTENbHOW TKaHU CO-
CTaBNAIT SKCTPALENMIONAPHBIA MaTPUKC U KIeToY-
Hble anemMeHTbl: pmbpobnacTel, Makpodaru, nnasmatu-
yeckue KneTkn n ap. BHeKNeTouHbIn MaTpUKc COCTOUT
13 purbpuUnNNapHbIX GENKOB, BKITHOYAOLMX KOSnareHbl
pasnuyHbIX TUNOB, 3NacTWH, Uenoro psga agresvs-
HbIX OEnKkoB — BUTPOHEKTMHA, (PUOPOHEKTUHA, Nnamu-
HWHa, TpoMBOCMNOHAMHA, NPOTOrNUKaHOB (OEeKOPUHa,
ournukanHa, ombpomoaynuHa n ap.).

M3 Bcero MHoroobpasuns 6enkoB BHEKIETOYHOIO
MaTpuKCa OCTaHOBUMCSI Ha OMUCaHUN HEKOTOPbIX,




HEeJOCTaTOYHO M3YYEeHHbIX 0O HacTOSALWEro BpeMeHW.
KonnareHbl — 310 6onbluas rpynna 6enkos coegnHu-
TernbHon TkaHW. OHKM cocTaBnsaT 25-35 % oT obLuero
kornmuyecTBa 6enkoB B opraHuame. KonnareH sBnsieTcs
CMNOXHbIM 6erkom, OTHOCALLUMCS K rpynne riamnkonpo-
TengoB c monekynsapHon maccom 285 kfa. Ero
hubpunnsapHasa CTpykTypa — 37O TpoWHasa cnuparnb,
cocTosias n3 3 nonunenTuaHblX (anbda) uenen.
OHa B CBOW oO4epefb COCTOMUT U3 ABYX anbga-1-
uenen, MeIoLLMX YeTbipe pasHoBUAHOCTU (anbda-1(1),
anb®a-1(2), anbca-1(3) n anbda-1(4)) n ogHon
anbda-2-uenn. OTNMYUTENLHON OCOBEHHOCTLIO SABMS-
eTCA MPOCTPaHCTBEHHOE pacnonoxeHue rmapodob-
HbIMW paguKanamm aMMHOKUCIOTHBIX OCTaTKOB HapyXxy.
OTO NO3BONSET AaHHOW MOreKyne CBA3bIBaTLCA C ApY-
mMMn 6enkamun, umes onpegeneHHble AoMeHbl (3na-
CTVH, (OMBPOHEKTMH, NaMUHKH 1 Ap.) [2, 14, 15, 16, 19].

B »kun3HeneATenbHOCTM opraHn3ma BaxHyo porib
urpaet konnareH | Tuna. OH sSBNSIETCS rMaBHbIM BULOM
KOnrareHa KOXW, KOCTEMN, CYXOXUNnui, dacumi, cknep,
COCy[0B, XOpWMOHa, CTPOMbI OPraHoB U nepuuennionsp-
Horo npocTpaHcTBa. KonnareH Il Tuna (Tpu uenu
anbda-1(l1)) — OCHOBHON KOMMOHEHT XpPALLEN, MexX-
NMO3BOHOYHbIX AUCKOB U CTeKnoBuaHoro Tena. Konna-
reH Il Tuna (Tpu uenu anbda-1(lll)) goctaTtouHo pac-
NpocTpaHeH B OpraHMsMe W HaxoauTcs B cocydax,
KOXe, TKaHAX JEerkux, KuUe4yHuKa, nedeHun, cerne-
3€HKW, MOYEBOro My3bips U CTPOME BHYTPEHHMUX
opraHos [40, 43, 44, 49, 51, 52, 53].

KonnareH IV Tvna Takke LUMPOKO BCTpevaeTcs
B Pasfn4HbIX TKAHSAX M opraHax, NpuUCyTCTBYET B KOXE,
XpsLwax, KPOBEHOCHbIX COCyAaX, KMeTOYHbIX MeM-
6paHax. KonnareH V Tuna senseTca retepoTpume-
poM, cocTouT 3 2 Buaos anbda uenen: alColV
n a2ColV [40, 44, 48, 49].

Mpn gucnnasumn coegnHUTENbHON TKaHW y aeTen
OTMeYaeTCs NOBbILWEHNE YPOBHSA ayTOaHTUTEN K KOr-
nareny | n Il Tuna. Mpu ocTpoM TeyeHun Bocnanu-
TenbHbIX 3aborneBaHnin BPOHXONEroYHOM CUCTEMBbI
y OeTen ypoBeHb ayToaHTuTen K konnareny Il Tuna
yBENUYEH B TeYeHMe NepBbIX ABYX Heaenb Gones-
HW, CHMXaACb Ha OHe yny4dlWeHUs KIMHUKO-
nabopaTopHbIX AaHHbIX. [1py 3aTsXKHOM TevyeHuu
BOCManuTenbHOro Npouecca OH NOBbIWEH ANUTENbHO
N HopmanusyeTcs K KOHUy 8-n Hegenu oT Havana
3aboneBaHusa. lNpn peumameupyowmx BGpoHxmUTax
YPOBEHb 3TUX aHTUTEN YBErNWYEH U B Nepuoae pemuc-
CUM HEU3MeHEH. YpOBeHb ayTOaHTUTEN K KonnareHy
Il TMna onuckiBaloT y BOMbHLIX C aKTUBHBIMKU COp-
Mamu Tybepkynesa. OTO CBUAETENLCTBYET 00 aKTMB-
HOM y4yacTum konnareHa lll Tmna B matonorn4eckmx
npoueccax npv 3abonesaHuax nerkmx y aeten [19, 20,
21, 22, 27, 53]. Pag aBTOpOB OTMeYaeT U3MEHEHMS
YPOBHEW KOoNnnareHoB npu A1CnnacTnyecknx npoueccax
KOXW, KOCTEW, CYyXOoXunumn, dacumm, cknep, cocyaos,
TKaHW MeYeHn, CeneseHKn, MOYEBOro My3bipsi, CTPOMbI
BHYTPEHHMX OpraHoB 1 Ap.

Taknmm o06pas3oMm, [aHHble nuTepaTypbl CBUAe-
TENbCTBYHOT O BaXXHOM 3HAYeHWe KomsareHoB B pas-
sutum OCT. KonnareHbl, npexae BCeEro, cBs3aHbl
C XapakTepoM TevyeHus1 naToriormyeckoro npouecca
B coeguHuTenbHon TkaHu. OHW, npencTaBneHHble
BO MHOIMX OpraHax u cuctemax, Moryt obecnednBaTb
Kak 3alluTHble peakumn, Tak W naTonornyeckue
HapyweHus. MHorme acnekTbl NaToreHeTUYecKoro
3Ha4YeHUsa 3TUX BENKOB OCTaTCA HE NU3YYEHHBbIMMU.

Hapsagy ¢ konnareHamu onpegerneHHoe 3Ha-
yeHne npu OCT umeloT HekonnareHoBble 6enkw,
Hanpumep anacTuH M NaMuHKH. JlaMUHUH Hanbonee
pacnpoCTpaHEeHHbIN HEKONNareHoBbIA MNKONPOTENH
6asanbHblx MembpaH, cocTosAwmMiA 13 3 NonNuNenTua-
HbIX uenen A, B4 n B,. Monekyna namuHuHa nveet
KpecToobpasHyto hopMy C TPEMS OOHOLIENOYEYHBbIMMU
BeTBAMU. Kaxkgas u3 uenen coaepXuT HEeCKOMbKO
rMoBYNAPHbLIX U CTEPXKHEBUOHBIX AOMEHOB, NMELLNX
crneumduryeckne LeHTpbl CBA3bIBAHWUS ONs pasnuy-
HbIX BellecTB. JlaMMHMH MOXeT B3anMogencTBoBaTb
CO BCEMW CTPYKTYPHLIMW KOMMOHEHTaMn Ga3anbHbIX
mMeMbpaH, Bknoyaa konnareH IV Tuna, ¢pmbpoana-
CTUH n ap. [20, 21, 23].

MmaBHas YHKUMS NaMWHUHA — CMNOCOBHOCTL
€ro CBs3blBaTb KNETKN U MogynupoBaTtb MX. OH MOXeT
BMUATb Ha pUTM, AnddepeHUNPOBKY U NOABUKHOCTb
KneToK. JTaMWHWH BbINOMHSET porb aareauBHOro Genka
ONa pasnUyHbIX 3NUTENManbHbIX 1 Me3eHXMMasbHbIX
knetok. lMpyM NaTonorMyecknx COCTOSIHUSAX YPOBEHb
namMmuHuHa MoxeT nameHsTecs [38, 39, 41, 51, 53].

B pocTtynHon nutepaType HeLOoCTaTOYHO faH-
HbIX O 3Ha4YeHUK ypoBHs NamuHmnHa npu ACT y geten.
[Ona OOBEeKTMBHOW OLEHKM COeOUHUTENBHOTKAHHBLIX
HapyLleHWn LienecoobpasHo Hapsgy C NaMUHUHOM
n3y4yeHne CBONCTB N COAEPKaHUA anacTuHa.

M3BeCTHO, YTO anacTUHOBbLIE BOMOKHA npugaroT
3NAaCTUYHOCTb BHEKMNETOYHOW MaTpuLe W CoeauHu-
TenbHOW TkaHW. OCHOBHOM KOMMOHEHT 3TMUX BOMOKOH —
anactnH. OH cocTtaBngeT npubnuantensHo 50 %
Cyxoro Beca aptepun. B oTnunume oT konnareHos
3NacTWH npeacTaBneH TOMbKO oaHMM reHom — ELN
Ha xpomocome 7. MyTauuu gaHHOro reHa npueoaaT
K CTEHO3y aopTbl W OpYyrux apTepun B pesynbTaTe
YpEe3MEPHOro KoNMYeCTBa KIETOK rMagKkon MbllLeYHON
TKaHW B CTEHKax apTepun [28, 19, 51, 52].

YCTaHOBMNEHO, YTO MONUMNENnTUAHbIE Uenu ana-
CTUHA He TMUKO3UIUPYIOTCA U HE copepXaT MapoKcu-
nunsunHoB. CocTosiLasa 13 anacTUHOBLIX Lienen cepple-
BMHA 9NaCTUHOBLIX BOSIOKOH 3aljulieHa CHapyXu
rnukobenkammn mukpopunbpun. 3T cpaBHUTENBHO
Mano uccrnegoBaHHble B6enkn perynupyoT B3aMMOooT-
HOLLEHNE MeXOy 3NacTUHOBOW CepaueEBUHON N MUKPO-
unbpunnamu, a Takke No3BOMsT OCYLLECTBNATb TOH-
KY0 NOACTPOWKY 311aCTUYHOCTM BOSOKOH [46, 47, 52].

Takvm 0b6pa3om, npeacTaBneHHoe Bbille KpaTkoe
onucaHve yHKUUA GernkoB BHEKNETOYHON MaTpuubl
No3BONSET NPEANONOXUTb MOMEKYNAPHbIE MEeXaHW3-
Mbl, Yepes KoTopble Morrna Obl BO3HUKHYTb AUCNa3us
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coeaVHUTENbHOW TKaHW. BeposTHO gmucbanaHc B aTou
CMNOXHOM cucteme, Oyaob TO aHOManbHas nponudepa-
uMs TKaHW, Nnbo gerpagaums KonnareHoB, AedeKTbl
B WX CTPYKTYPHbIX reHax Unn aHoManum B pasnmyHbIX
mMoandmkaumnax, moxeT npmsoguTb K OCT. MNpn atom
BO BCEM MHOroobpasum naTtoreHeTUYeCKUX MexaHu3-
MOB MOTYT y4acTBOBaTb pasfuyHble COeaNHUTENbHO-
TKaHHble Oenku, B OOHMX Cry4vasix Beaylias porb
NPUHaANEXUT HEKOMNNareHoBbIM, B APYrMX — Kommare-
HOBbIM ©enkam unuM KX pasfnUyHbIM COYEeTaHUAM,
KOTOpble M MOryT onpeaenstb 0CO6eHHOCTU hopMU-
poBaHust DEHOTUMNYECKUX M BUCLEpanbHbIX MposiB-
nenun OCT y peten.

M3BecTHO, YTO AedeKTbl reHOB UMK CUrHaMbHbIX
MOJSIEKyNT MOryT Bbl3BaTb MUKCOMATO3HbIE N3MEHEHNS
KnanaHoB cepua WM cnocobcTBoBaTb MNporpeccupy-
OLLEMY HApPYLIEHMIO UX MEeXaHU4eCKON NPOYHOCTU
B TEYEHNE XKU3HWN.

Beaywyto ponb B pasHoobpasHbiX MexaHu3max
naToreHesa kak CUHOPOMHOrO, Tak U HEe CUHOPOMHOrO
nponanca MUTpanbHOro KnamnaHa urpaeT Hapylle-
HVe perynaummn TpaHcdopmMupytoLwero akrtopa pocta
(TGF-B). 3ToT 6enok kKoHTponupyeT psa duanonoru-
YecKMX MpOoLEeCccOoB, BKMOYas aHrvoreHes, nponude-
pauuto, KneTodHy auddepeHLMpoBKY 1 anonTos
bonblumHCTBa KNeTok [9, 18, 24, 32, 33, 35, 49].

OH sBNsieTCs NpeacTaBATENEM LIMTOKMHOB M OKa-
3bIBaeT pasHoOHaNpaBneHHOe AENCTBUE Ha CTPYKTYpY
3KCTpaLennonsapHoro martpukca. CTUMynsumst TpaHc-
dopmupytolero dakropa pocta (TGF-) nHayumpyet
npocunbpoTtudeckne apdeKkTol, B TOM YMCIE OTMOXE-
HWe KonmnareHa W anacTuHa, CHWXKEHUE 3KCrpeccuu
NPOTEONUTUYECKMX (DEPMEHTOB (MaTPUKCHbIX MeTarn-
nionpoTenHas) M MoBbILIEHNE aKTUBHOCTU TKAHEBbIX
nx MHrMbuTopos [24, 26, 29, 31].

Mpn npoBegeHUM UMMYHOTMCTOXMMUYECKNX
nccnefoBaHUn B MOYKax BbISIBNEHA BblpaXeHHas
akcnpeccusa HekoTopbix 6enkos TGF-BI, TGF-BI n gp.
B Hedbpouutax HegmddepeHLNPOBaAHHbIX KaHanNbLEB
n cobupaTtenbHbIX TpyboYeK, B MPOCBETE KaHanbLEB,
CTEHKE COCYLOB W MHTEPCTMUMAnbHbIX MHAUNbTpaTax,
MoueToyHukax. Mcnonb3oBaHne modeBoro TGF-B
nokasarno npsiMyto KOPpPensATUBHYIO 3aBUCUMOCTb €ro
OT CTENEHN BbIPAXEHHOCTU AWUCMNa3nM MoYEYHON
TKaHu. Bobicokuin ypoeHb mouyeBoro TGF-3 onpege-
NAncsa B Cny4vasx 3Ha4YMTENbHOrO HapyLleHust Hedpo-
reHe3a. Mopdonoruyeckoe wnccnegoBaHue noyvek
BbIABUNO B OONbLUIMHCTBE HabMAEHUA pa3NUYHYHO
cTeneHb gucnnasumn noyeyHon tkaum [10, 19, 31].

Taknm obpasoM, TpaHCcHOPMUPYIOLLMIA haKTop
pocTa MOXeT cnocobCcTBoBaTb kak (HOPMUPOBaHMIO
MWKCOMATO3HbIX WM3MEHEHWI KramnaHoB, Tak M Ouc-
nnasuy NoYeYHON TKaHW, B YACTHOCTW NPENOXaHOYHO-
ro otgena. OnpeneneHne cogepxaHus aToro Gernka
MO3BOMUT PAaCKPbITb HEKOTOpblE OOLWME MexXaHW3Mbl
pa3sutus BUcUepanbHbIx Hapywenun npu OCT cepaua
M noyek. B TO e BpeMs MHOrOYWUCHEHHbIE aCMeKTbl
opMmnpoBaHUS (DEHOTUMMYECKMX U BUCLEparnbHbIX
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HapyLWeHW C NO3MLMN COEeAUHUTENBHOTKAHHON Anc-
nnasvmn ocTarTcs ManousyyeHHbIMU. Bbicokas 4YacToTa
BCTPEYaEMOCTN 0BycroBreHa MHoroobpasvem ¢opm,
KIMUHUYECKUX U BUCLEparnbHbIX NPOSBIEHWUA, onpeae-
nsAeT aKkTyanbHOCTb 3TOW NPoBeMbI.

OO6LLENPUHATLIM cYuTaeTcst, 4To Ans oueHkn OCT
BaXKHO Y4MTbIBaTb PEHOTUMNMYECKMNE U BUCLEPANbHbIE
npusHaki. CoeguHUTENbHasa TKaHb BbINOMHAET Pas3Ho-
obpasHble YHKLMKU, 3TO, Npexae BCEro, MexaHunyec-
Kyto, Tpodmyeckyto, nnactuyeckyto u gp. B cBasun
C 9TUM AWCNNa3snsg COeAMHUTENbHOM TKaHW XapakTte-
pusyeTcs NonnMMopu3MoM KITMHUYECKUX MposiBrie-
HUIN. PeHoTunuyeckme npmaHakm OCT MHoroo6pasHsbl
N BapbUpyOT 3HAYUTENbHO NO YacToTe B 3aBUCUMMO-
CTu oT Bo3pacTta pebeHka. KnuHnyeckme nposiBneHns
ee MoryT maHudecTupoBatb C poxaeHus pebeHka
N BblpaXkaTbCA MbILLIEYHOW CriabocTbio, KOXHOM dhop-
MOV ocTaTka NyrnoBWHbI, AMCNNa3nen TazobenpeHHbIX
CyCTaBOB, CKIMOHHOCTbIO Manbila K CpbIrMBaHuIo,
pBOTE UNK 3anopam, AN3ypn4EeCKUM paccTponcTBam
nap.[8,9, 11,12, 16, 17, 22].

CoeanHUTENBHOTKaHHbIE HapYLUIEHWS AOCTaTOMHO
LUMPOKO pacnpoCcTpaHeHbl U COCTaBMAT NO nuTepa-
TYpHbIM AaHHbIM OT 26 fo 80 % [9, 11, 13, 30]. B pert-
CKOM BO3pacTe OYeHb BaXKHO OLEHMBaTb OUHAMUKY
hEeHOTMNNYECKNX MPU3HAKOB, CTEMEHb WX BbIPAKEH-
HOCTU, CPOKM MaHuUdecTaumm n konnyectso. No aak-
HbIM pPasfnU4HbIX aBTOPOB MOOO3PEHUE Ha NposiBne-
Hua OCT moxeT OblTb nNpu Hanuyum 2-3 : 56 wnnu
bonee 6 cheHoTUNMYecknx npusHakos [10, 12, 13, 17,
23, 25, 34, 36, 37].

MposeneHus OCT Ha nepBoM rogy XusHu onpe-
OensiTca cnegylwmMn npusHakamun: 3agepxkon
MOTOPHOrO pasBuUTUSA, TMNEpPMOBUNTBLHOCTLIO CycTa-
BOB, roTMyeckum Hebom, ronybbiMu ckrnepamu, Ae-
dhopMaumen ywen, gecopmaunen Hortren, sanopa-
MU. DTN AeTU Ha4YnHaIT No3xXe yaepxmBaTb ronosy
N nepeBopavnBaThbCs, a Takxke cuaeTb U XoauTb —
Ha 1-1,5 MecsaLa No3xe CBOMX CBEPCTHUKOB.

B Bospacte 2-3 neT Habop deHoTUNUYECKnx
npusHakoB OCT y peten paclumpsieTtcsa 3a cyeT
HEeYCTOMYMBOWN MOXOAKWN, BANOW OCaHKU, PasfnunyHbIX
aedopmauunii rpyauMHbel U rpygHoOM KNeTku, MrocKo-
BanbryCHOW YCTAHOBKW CTOM, CKITOHHOCTU K BPOHXO-
neroyHblM 3aboneBaHNsaM, HapyLLEeHUIO akkoMoadaLumm
N pedpakuum 3peHus, MOryT HapacTaTb Ou3ypus,
nameHenns LIHC v ap.

Y peTen OOLWKOMbHOrO Bo3pacTa cambiMW pac-
NPOCTPaHEHHBIMUN KIMHUYECKMMUN MPU3HaKaMn SBMSIOT-
CA HapylleHUs CO CTOPOHbl KOCTHO-CYCTaBHOW Cu-
CTEM, OpraHoOB YyBCTB, KOXM, HOITEW, BOIOC M NaToso-
MM OpYyrux BHYTPEHHUX OpraHoB. BaxHO oTMeTuTb
N3 KNUHUYECKMX OCOBEHHOCTEN He TOMbKO MOMMMOop-
hU3M NPU3HaKOB, HaNMuue YacTblX N pegkux eHo-
TUNUYECKUX MPU3HAKOB, HO U pasfnyHble UX coyeTa-
HWs y ogHoro pebeHka.

Ocoboe BHUMaHWe obpallatoT Hanmius 56 deHo-
TUNUYECKMX MPU3HAKOB AMcnnasum B 2-3 opraHax




n cuctemax [5-9, 11-13, 16, 18]. B atmux cny4yasax
uccrnegoBatenu BbIAENAT  pasfnuyHble  opMbl
OCT no TaxecTn n xapaktepy tedeHus [6, 12, 17].
3. B. 3emMuoBCKMM U gpyruMmun uccnegoBatensamm
npegnoxeHbl Kputepun anarHoctukn OCT, yyuTbl-
BawLlMe coyeTaHue (PeHOTUNUYECKMX U BUCLEparib-
HbIX MPU3HAKOB.

CnepoBatenbHo, @EHOTUNMYECKNE NpPU3HaAKU
ABNAOTCA Havbonee M3y4yeHHbIMU MO CPaBHEHUIO
c apyrmmu. OHM no3BONAWT onpenenaTbs cTagum
n cdopmbl ACT, nx aAnHamm4eckoe passutue y geTen.
B TO Xe BpeMsi B KIMHMYECKOWN NPAKTUKE BO3HUKAIOT
CNOXHOCTU B OLEHKE YMEPEHHbIX U CrnaboBblpaXeH-
HbIX doopM. B cBA3n ¢ aTuM TpebyeTca npumeHeHne
OOMNONHUTENBHbIX KpUTEpUEB oLeHkn Tshxkectn OCT.

M3BecTHO, 4YTO Hapagy C (OeHOTUNUYECKUMM
npusHakamu BaKHOE MECTO 3aHUMalT BUCLieparib-
Hble MPOSIBMEHNS B pas3fuUyHbIX OpraHax W cucrte-
Max. Hanpumep gucnnasua cepgua skrovaet MNMMK,
OOMONHUTENbHbIE XOpAbl  KranaHoB, aHeBpU3MbI
neperopogok u ap. Aucnnasmss MOYEBOM CUCTEMbI
NPosIBRSIETCA HanMynem HedponTosa, NUMenosKkTasum
N KanukoakTasum n ap. [23, 26, 30, 45, 51].

Manble aHoOManuu pas3BuTua cepgua MoryT
OBHapyXnMBaTbCa aHTeHaTanbHO UMM Mnocne poxae-
Hus. HekoTopble M3 HUX nogBepratTcs oOpaTHOMY
pa3BUTUIO, OPYrne COXPaHsTCA, MNPOrpeccupyroT
U MoryT GbITb hakTopamMu pucka pasBuUTUS cepaed-
HoW natonoruu y aeten [4, 9, 24, 28, 32, 33].

Mpu ynbTpa3ByKOBOM MUCCNeoBaHMM MOYeEK
Hanbonee 4yacto BCTpevalTCa NUEeNnoakTasus wu/unu
KanuKoaKTasusi, KOTopble MOryT ObITb Kak TpaH3UTOp-
HbIMU MNPOABNEHUAMMU, Tak U dakTopamu pucka
pas3BuTUs rmagpoHedposa, pedniokca u gp. Nueno-
aKTasns (BennymHa JIoXaHK1 NoYKkM NpeBbILaeT 5 Mm)
N Kanuatasus perMcTpupoBanuncb ¢ 60mnbLIoR YacTo-
Ton (29,2 %) y peTten nepBbiX MECALEB >XU3HW.
Y GonblUMHCTBa AeTen NUeNnoakTasusi He NpeBbl-
wana 10 mm, 6bina cBs3aHa C rMNOTOHMEN YaLleYHo-
NOXaHOYHOW CUCTEMbI Y AeTel C naTornornen nepuHa-
TanbHoro nepuopa (runokcuen), n B 88 % uncuesna
B TedeHune 1 roga »usHu. PaclumpeHune noxaHok >7 MM
N vawedyek noyek umenu 3,8 % obGcneaoBaHHbLIX.
Mpu4mHON MOXeT BbITb pegkoe ONOPOXHEHUE Moye-
BOrO My3bIps U B €ANHUYHBIX Criyvyasix 0BCTpyKTMBHas
yponatus [10, 23, 45, 47, 48, 50].

Takum obpasom, onpedeneHne 3HavyeHus coegu-
HUTENbHOTKAHHLIX GenkoB B HOPMMPOBaHWM Aucnna-
CTUYECKMX HapyLUeHW cepaua, nodek U Apyrux opra-
HOB Yy OeTell OoCTaeTca HeaoCTaTOYHOW W3YyYeHHOM
npobnemon. B TO xe BpemMa NpuBEAEHHbIE [aHHble
CBMOETENbCTBYIOT O BaXXHOW POMN HEKOTOPbIX Fpymnn
0enkoB B pasBUTUM AWUCMNA3NN OPraHoOB WU TKaAHEW.
370, Npexae Bcero, KonnareHbl, 3NacTuH, NaMmmHWH
n apyrve. 3HayeHne 3TMX OENKOB BHEKMETOYHOro
MaTpukca ocTaeTcsa ManousyveHHbiM. CyliecTByto-
WKne daHHble He JalT LEeNOCTHOro npeacraBrieHus
O naToreHeTn4yeckux mnpoueccax ¢opMUpoBaHUA

HeHacneacTBEHHOW Aucnnasuu, OUCnnacTUYecKnx
CuHOpomoB. Y peTen, cTpagawowmx gucnnasuen
COEeAVHUTENBHOM TKaHW, LenecoobpasHo parnbHen-
Lee nsyvyeHnme naToreHeTUYEeCKMX acrnekToB, CBsI3aH-
HbIX CO CTPYKTYPHbIMW Benkamu, HapyLleHUs UX CUH-
Te3a noj EeNCTBUEM pasnUYHbIX haKTOPOB.

Ona oueHkn OCT npuHUMNnanbHO BaXXHO onpe-
nenate @eHoTUNMYECKNe, BUCLIEpanbHble MPU3HAKK
n BUoxMMmMyeckne, MMMYHOreHeTUYeckue Hapylue-
HUS, BNuUsilOWMEe Ha OCOBEHHOCTU TeyeHuss 3TOoNn
natonorun. B COBpeEMEHHLIX YCNOBUAX CyLLECTBYeT
HegoCTaTOUHOE KONMUYECTBO AaHHbIX, MOCBSLLEHHbIX
nccneaoBaHnsiM reHoma, YPOBHSI «MaXKOPHBIX» BerkoB,
y4acTBYHOLLMX B (DOPMUPOBAHUM TKAHHbLIX CTPYKTYP.
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