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B HacToswee BpemMs Ang XxapakTepuCTUKKU AUCTNA3UK
COEAMHUTENBHOM TKaHW MCMonb3yeTcs YHUMULMPOBAHHAS
TEPMUHONOTUS MO peKoMeHAauusM npoekTa «HacnepcT-
BEHHblE M MHOrOQakTOPHble HAPYLUEHUS COEAUHUTENb-
HOW TkaHu y pgetei» 2016 r. [1]. MoaTomy LenecoobpasHo
BblAEeNaTb HaCNefCTBEHHble HapyWeHWUs M HeHacnen-
CTBEHHYI AMCMNa3sul coeauHuTenbHon Tkauu (HAOCT).
[vucnnasua coeguHUTENbHOM TKaHW CUYMTAETCS HeHacnen-
CTBEHHOM TOrAa, Koraa Habop KAMHUYECKUX NPU3HAKOB ee
He YKNa[lbIBAaeTCs HU B OJHY U3 HacneACcTBEHHbIX GHOopM
3abonesaHus [1, 5].

M3BECTHO, YTO YMCNIO KIIMHMYECKMX npu3HakoB HOCT
C BO3paCTOM HapacTaeT, KaK M Bo3feNcTeue (akTopoB
oKpyxatowiei cpenbl [6, 7]. HACT maHudectupyet elwe
B MNlafileHyecTBe, No Mepe pocTa pebeHKa NOoMoNHAsACh
HoBbIMU Npu3Hakamu. Mpu HOCT BbIoeNngOT NOCTOSHHbIE
U nepuoamyeckne NpusHaku, NposIBASIOWMECS B onpeae-
NeHHble BO3pacTHble nepuogbl [1, 3, 5].

TepMuH «ancnnacTMyeckun Mapuw» obo3Havaet
XPOHONOrMYeCcKyo NocneaoBaTeNlbHOCTb GOPMUPOBAHUS
n MaHudectaumm cumntomos HACT B 3aBUCMMOCTH OT
Bo3pacta pebeHka. [locnepoBatenbHOCTb GHOpPMUpPO-
BaHWS NPU3HAKOB AMCMNA3UM y AeTei 4acTo MHAMBU-
AyanoHas [6, 7].

AKTyanbHOCTb M3ydeHus amarHoctmkn HIOCT oby-
CNOB/MEHA BbLICOKOM YaCTOTOM BCTPEYAEMOCTH, HEOOHO-
3HAYHOM MHTepnpeTaLMen BHEWHUX U BHYTPEHHUX MpPOsiB-
neHun amcnnasun. BospacTHble acnekTbl GOPMUMPOBAHUS
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n MaHudectaumn HOCT ocTaoTca ManousyvyeHHbIMM.
370 onpegensieT HeobXo0AMMOCTb MCCIea0BaHMs BO3pPacT-
HOro «AMCNAIACTMYECKOro MapLuas.

LENb PABOTbI

PaccMoTpeTb  KAMHMYECKMIA Clyyaid  aucnnactuyec-
Koro Mapwa y pebeHka C HEHACNeACTBEHHOM AMCniasmei
COELMHUTENIBHOM TKaHM.

KnuHnuyeckoe HabnrwdeHue

Pebenok C., Bo3pacTt 8 net. M3 aHaMHe3a M3BECTHO,
YTO [OeBOYKa poxaeHa Ha 39-1 Hepene recrtaumu, oOT
nepBbiX CPOYHBIX POAOB, C MAcCoi Tena npu poxpe-
Hun 2840 r, poctom 49 cm. OueHka no wkane Anrap 7/8
6annoB, oTMeYanocb OAHOKpaTHOe 0OBUTME MyMOBWHbI
BOKpYr Wweun. bepeMeHHOCTb NpoTekana Ha GoHe yrpo3bl
npepbiBaHWS B NepBOM TPUMECTpe, aHEMUU JIETKoW cTene-
HW, XpoHuuyeckoro nuenoHedputa. Ha cpoke 19 Hepenb
rectauMm AMArHOCTMPOBAHO PACLUMPEHME NIOXAHOK 0benx
rouek y naoaa.

Mepuop apantaumum NpoTekan B Lenom Gnaronpust-
Ho. Onpenensnucb CTUrMbl AM33MOpUOreHesa: ynaoLeH-
HblA 3aTbIJIOK, FMMONAAa3usa COCLEBUAHbIX OTPOCTKOB,
CeANoBUAHBIA HOC, pa3fBOEHHbIM NoAOOPOAOK, HU3KO
pacnofioXeHHble YLIM, KOPOTKas y3heuka A3blka, OANUH-
Has wes, KOPOTKMI U3OTHYTbIM NATLIM Nanew,

Ha nepsom roay pocna v pa3BuBanacb COOTBET-
CTBEHHO BO3pacTy. M3 cemMeltHOro aHamMHe3a UM3BeCTHO,
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4yTO Yy MaTtepu oTMevatTcs npusHaku HOCT, y oTua -
MoyeKkaMeHHass 6onesHb. McknuuTenoHo rpypHoe
BCKapM/JIMBaHWe NPOBOAMNOCH A0 3 MecsueB, panee
CMellaHHoe, NMPUKOPMbI BBeAEeHbI C 6 MecsaueB. lNcuxo-
MOTOpHOE pa3BuThe Ha 1-M rogy C yMepeHHbIM OTCTaBa-
HueM. PecnupaTtopHbiMK 3aboneBaHnsaMu bonena peako.

B Bo3pacte 2 mecaueB nposegeHo Y3U nouek -
BbISIBJIEHA ABYCTOPOHHAS MMEN03KTa3ua (eBast I0XaHkKa
7 MM, npasas 8 mm). Ha Y3U nouek B 6 mecaues 1 B 1 rof,
COXPaHANOCh pacliMpeHne NO0XaHOK C 0Benx CTOpOH.
CnepoBartenbHO, ANCINACTUYECKMIA MapLW HavYan GopMu-
poBaTbCs ele BHYTPUYTPOOHO B BUAE MMENO3KTa3uu
M CTUIM AM33MOpUOreHesa, KOTOpble COXPAHSINUCL M Ha
MepBOM oAy XM3HW.

C 1 ropa pebeHOK Haxoguncs Ha AMCMAHCEPHOM
yyeTe y Hedponora, NPOXoaun cTaumMoHapHoe obcneno-
BaHWe B OTAeNieHMU ypoHedponorun. UckntoueHsl Bce
7 HacnefLCTBEHHbIX CUHAPOMOB AMCMNA3WM  COELUHMU-
TeNbHOM TKaHW Npu 06Ce,0BaHUU FEHETUKOM.

B Bo3pacte 3 neT BbISIBAEHbI AOMOAHUTENbHbIE
nposienenns HACT B BMAe rMNepMobMALHOCTM MeXx-
($anaHroBbix CyCTaBOB, nepepa3rnbaHus MICHEBbIX
CYyCTaBOB, YyMEPEHHOro CKONM03a, HapyweHus GopMupo-
BaHMS 3y60B. B 0BLWEKIMHMYECKMX aHANM3aX OTKIOHEHUM
OT HOpPMbI He BbisiBNeHO. Ha 3KI: pUTM CMHYCOBLIN, OTKNO-
HEeHWe 3NeKTpUYECKoM ocu cepaua Bnpaso. Ha Ixo-KI -
nponanc mMutpanbHoro knanaHa (MMK) ¢ 1-i cTeneHbto
perypruTtaumm, [LOMNOMHWUTENbHAS XOpAa JIeBOr0 XKeny-
pouka (OXJDK) (puc. 1, 2).

Puc. 2. Oxokapamorpamma OXJDK
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B Bo3pacte 4 net oTMeYanocb AeBATb NMPU3HAKOB
CTUrMaTM3aLMK: Ha NIMLE, KUCTAX PYK, HA HOrax, Mouke
yXa, YMepeHHble MpOsIBNeHNUs CUMMTOMA rMnepmMobunb-
HOCTM CyCTaBOB.

BusyanbHble MWKPOAHOMaNuU: AJIMHHAA rNa3Has
Wenb, ANMHHbIE PEeCHULbl, WWUPOKUIA KOHUYMK HOC3,
aCUMMETPUS YLIHbIX PAKOBMH, HapylleHWe MNpuKyca,
61efHOCTb KOXMU.

Onpepenanuco: rpyaHoON Kndo3s, BanbrycHas gesua-
LUMs NIOKTEBbIX CYCTAaBOB, CMMMTOM TMMNepMOBUIbHOCTU
MexdanaHroBbIX CyCTaBOB.

OTMevanuch gBneHus Au3ypuu B BUAE 3MM3040B
HOYHOrO HeLEePXXaHMs MOUMU.

Ha Y3M OpiowHoOi nonoctn BbISBAEH nepernd
XENYHOro nysbips B HwKHer Tpetu. Ha Y3M nouek
BbISIBIEHA NUEN03KTa3uns 2—3-1 CTeNeHu cnpasga.

Ha 3KI: puT™ CMHYCOBbIN, 3neKTpuyeckas ocb cepaua
OTK/IOHEHA BMPaBo.

Ha 3xo0-KT Boissnen MNMK ¢ peryprutaumen 2-i cre-
nexu, OXJDK (puc. 3).

Puc. 3. Oxokapamorpamma B 4 roga
(obcnenoBaHve B AMHAMUKe)

[aHHble 0bcnenoBaHMs CBMAETENLCTBYKOT O Mpo-
rpeccupoBaHum ¢ BospactoM cumnromos HACT u moryt
pacLEeHMBATLCS KaK HOBbIM 3Tan AMCNAACTUYECKOro MapLua,
KOTOPbIM NPOSBASETCS K 4 rOAaM XU3HM AEBSTbI0 PeHo-
TUNUYECKUMU (BHELWHUMU) U Tpemsi BUCLEPaNbHbIMU
npu3Hakamu.

Mpu AynnekcHOM CKaHMPOBAHWWM NPaBOM MOYKU
6bIN0 BbIABNEHO, YTO Yepe3 nuenoypeTepanbHbii cer-
MEHT MpOXOAMT abeppaHTHbIM COCyA apTepuanbHOro
cnekTpa KpoBoTOKa. Y3M noyek C AMypeTUMYeCcKon
Harpy3Kon: cTeneHb pacluMpeHns YalevyHo-N0XaHOYHOWM
CUCTEMbl HE BO3BPALLAETCA K MCXOLHbIM 3HaYEHWSIM
Ha 90-11 MUHYTe OT BBeAEHMS AnypeTuka (puc. 4).

Mpu cTatMueckon cumHTUrpadum noyvek OTMEYeHbI
0YaroBble M3MEeHeHWs mapeHXuMbl 0beux nouek cpea-
Hel CTENEHM BbIPAXXEHHOCTU, 0OWMIA 06bEM (YHKLMOHU-
pyloLLeit MapeHXUMbl HE3HAUYUTENIbHO CHUXEH (puc. 5).




Puc. 5. Cratnyeckas cumHTUrpadpus noyek

Hedponorom BbicTaBneH gmarHos: «mapoHedpo-
TMYeckasa TpaHchopmauusa npaBoOM NOYKM Ha (oHe
CTPUKTYPbl JI0XaHOYHO-MOYETOYHUKOBOIO CErMeHTa, yme-
peHHas nueno3KTasua cneBa, abeppaHTHbIV cocyn
NPaBOM MOYKUN,

OpTonenoM o06HapyXeHbl HapyweHWe OCaHKMK,
Kndo3 rpyaHoro otaena 1-i cteneHu, MIOCKO-Banbryc-
Hble cTonbl. [1eTCKMM KapAMONOrom BbICTAaBAEH AMArHO3:
«[MMK ¢ peryprutauuei 2-i ctenenu, AXJDK».

[aCTpO3HTEPONOrOM AMArHOCTUPOBaH «XPOHUYECKMI
racTpOAyOLEHUT, nepernd XXenuyHoro my3bips B HUXKHEN
TpeTu, BTOpUYHas bununapHas AUChHYHKLUN»,

CnepoBatencHo, BbiSBNEHbI PEHOTUNMUYECKME U BUC-
uepanbHble npusHakn HACT, nameHsawwmecs ¢ Bospac-
TOM, KaK nocnefoBaTeNlbHasi COeAMHUTENbHO-TKaHHas
nepecTpoka.

B Bo3pacte 8 net oTMevaeTcs paHee BbISIBNIEHHbIE
CUMNTOMbI C NPOrpeccMpoBaHMEM MaTONOMMYECKOro
npouecca.

3TO MOXHO CYMTaTb C/ieAyllWMM 3Tanom npo-
FPAAMEHTHOrO TeYeHMs Aucnnasuu  (pasBepHYTbLIX
NPOSBMIEHUN «AUCMNACTUHECKOTrO MapLiay).

B obOWeKkNMHMYeCcKnx aHanmsax OTKIOHEHUN
He BbisBneHo. Ha 3KI: pUTM CMHYCOBbIN, 3neKTpuyeckas
0Cb cepALa He oTknoHeHa. Ha 3xo-KI™ aaHHbie npexxHue.

Ha Y3M noyek noMmMMo rMapoHedpoTMYECKOW
TpaHcpoOpMaLMM MPaBOM MOYKM BbIsIBIEH HedponTo3
1-2-7 cTeneHu cnpasa.
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Hanuune 3TMx QEeHOTUMMYECKMX U BUCLEPASIbHbIX
NPU3HAaKOB MO3BO/IMNO BbICTaBUTL pebeHKy crneayroLmii
AuarHo3: «[ucnnasmsa CoeauHUTENbHOM TKaHM HeHacnen-
CTBEHHAs, cpenHei ctenenun Taxectn. NMMK co 2-ii cTe-
neHbto peryprutaumu, XK. Hedbpontos 1-2-i cteneHu
cnpaea, rmapoHedpoTnyeckas TpaHchopmauusa npasoi
noYKkK, abeppaHTHbIN CoCyn NpaBov noyku. Mepernb xeny-
HOro My3bIpsi B HMXHEN TpeTu». BblpakeHHas KapTuHa
«AMCNNACTMYECKOTO MapLua» NOATBEPXKAAETCS YKAa3aHHbIMM
Bbille (EHOTUMUYECKUMMU MPU3HAKAMM U COYETAHHbIM,
pa3BEPHYTbIM NOPaXXEHMEM BUCLLEpaIbHbIX OPraHoB.

PE3YNIbTATbl MCUIEAOBAHUA
N NX OBCYXKOEHME

Takum o6pasoM, y naumMeHTa OTMEYaeTCs paHHee
aHTeHaTtanbHoe nposisneHme HACT, a aucnnacTuyeckui
Mapw C paHHeW MaHudecTaumen HOCUT Nporpeccmpyio-
WM xapakTep, npossaawowmuinca 10 geHoTMnuueckumu
M 3 BuCUepanbHbIMU MpU3HAKaMu Aucnnasuun. M3 Buc-
LepanbHbIX NPU3HAaKoB MNpeobnafatT CoYeTaHHbIe
U3MEHEHUS B CepALe, MoYKax M Xenyao4yHO-KULEYHOM
Tpakte [2, 3]. B knMHMYecKOM npuMepe AEMOHCTPU-
pyeTcs MHAMBUAyaNnbHAs MOCNefOBaTeNbHOCTb MaHudbec-
Tauun eHOTMNOB M NPOrpeccMpoBaHne BUCLEPAbHbIX
npusHakos HACT [2, 4]. ®opMuMpoBaHUWe SBHbIX 3TAMNoB
AMCNNacTUMYeCKoro MapLia NOATBEPXKAAETCS HapacTaloLwewn
BO3pPAaCTHOM AMHAMMUKOM KAMHUYECKUX U UHCTPYMEH-
TaNbHbIX AAHHbIX. [IMHAMUKY XPOHONOrMYeckow BO3-
pacTHOW MNOCNefoBaTeNbHOCTM MOXHO TPaKTOBaTb Kak
«AMCNNACTUYECKUIA MapLU», OTPAXKAOLWNA UHAMBUAYASb-
Hble 0COBEHHOCTU TeUYeHUS AMCNNAa3nKU COeAUHUTENbHOM
TKaHW HeHacneacTBEHHOMO reHesa.

3AKJTKOMEHUE

[aHHbIA  KNMHUYECKUIA cnyyan OeMoHCTpupyeT
y pebeHka 0COBEHHOCTM BO3PACTHOrO TEYEHWUS NATONOrM-
4yeckoro npouecca C paHHen aHTeHaTanbHOM MaHude-
ctaumen HOCT, nporpaAMeHTHbIMU M3MEHEHUSIMU PEHO-
TUMUYECKUX U BUCLEPaANbHbIX Mpu3HakoB. OOHaKo 3TOT
npuMmep CBUAETENbCTBYET AUWb 06 WMHAMBUAYANbHOM
TeYeHMM, 3TaNnHOM MaHudecTaumm u NporpeccMpoBaHunm
(DEHOTUMUYECKMX U BUCLEPANbHbIX NposiBneHuin. Heob-
XOAMM [JanbHEMWWUA MOUCK M MU3YYEeHWEe PasAUYHbIX
BapUaAHTOB «AMCMNIACTUYECKOrO MapLua.
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