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O Ol Muoronnueckas aucrpodus 1-ro TMma — ayToCOMHO-JOMHMHAHTHOe 3a00jIleBaHME, XapaKTePU3yIo-

meecss BHIPAKEHHBIM KIWHUYECKUM MOJIUMOP(GHU3MOM, MPUUYMHON KOTOPOTO ABJISIETCI MYTALUSI B

- 3'-Herpaciaupyemom peruone reia DMPK B Bupge sxcnancuu TpuHykjieotugHbrx CTG-moBTOPOB.
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KM, IaTOreHe3a, KIMHUYECKOW KapTHHHI HEOHATAJbHON M WHGaHTHIBHON (dopM 3a6oaeBaHHA.
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Myotonic dystrophy type 1 is an autosomal dominant disease characterized by a pronounced clinical
polymorphism caused by a mutation in the 3'untranslated region of the DMPK gene in the form of
trinucleotide STH repeats expansion. The debut varies from the first days of life to 50—60 years.
The article covers issues of genetics, pathogenesis, clinical picture of neonatal and infantile forms
of the disease. It presents clinical observation of a patient with a genetically confirmed severe form
of neonatal myotonic dystrophy type 1.
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MuoTonuueckasa auctpodusa 1-ro tuma (M]I[1)
U MUOTOHMUYecKas auctpodusa Illreiinepa mpen-
cTaBJsgeT co0oil ayTOCOMHO-IOMUHAHTHOE MYJIBTHU-
cucTeMHOe 3a00JieBaHUE, IIOpasKarlee CKeJIeTHYIO
U TJIaJKYI0 MYCKYJaTypy, cepale, dHAOKPUHHYIO
cucremy, riasa u ITHC. ITpuuunoit M1 aBiasaer-
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cA MyTallusA B BUJE 9KCIAHCUM TPUHYKJIEOTUIHBIX
noBTopoB CTG B HeTpaHCIMPYEeMOM PeruoHe TeHa
MuoTOHHMHOpoTenHKUHAa3bl (DM PK), kapTupoBaH-
HOM B JIoKyce 19q13.2-q13.3. B HOpMe KOJIUUECTBO
CTG-mosTopoB B reie DM PK Bapbupyer ot 5 10 34

[1].
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M1 — mamboJsiee pacmpocTpaHeHHas Gopma
MBIIIIEYHON AMCTPOMUU CPeau B3POCJOTO Hacese-
Huda ¢ yactoroit 1 Ha 8000 uesoex. CIIeKTP KJINHU-
YeCKUX MPOSABJICHUN OUEHDb IITUPOK U IIPEACTABIIAET
co00ii CIIEKTP CHMIITOMOB CO 3HAUUTEJbHOII Bapu-
a0eJIbHOCTHIO B 3aBHCHMOCTH OT Bo3pacTa nebioTa,
Koppesupymoirero ¢ uucsiom CTG-mosTopos [2].

Pasauuator 5 demorumoB MJI[1: mpemyramus
(35—49 CTG-mmoBTOPOB), B3pOocJad hopMa C TO3THUM
"HavasoMm (50—-100/150 CTG-noBTOpPOB), KJaaccuue-
ckasa B3pociaas popma (100-1000 CTG-nmoBTOpPOB),
nerckada (>800 CTG-mmoBTOPOB) U BpoKAeHHAA (HEO-
"HatasbHasa) opmbl (>1000 CTG-mosBTopoB). s
M1 xapakTepeH (heHOMEH AHTUIUIIAIINU, ITPOIB-
agpouicsa manudecramnueil 6oee TAMXKEIBIX (OPM
00JIeBHM ¢ PAHHUM HAYaJIOM B Ka'KJOM TIOCJIEYIO-
meM moKoJieHuu [3]. ATO 00 bACHAETCS HeCTaOUIb-
HOCThIO yuacTKa CTG-IIOBTOPOB M IIOCJIEAYIOIINM
yBeJIUUYeHNeM d9KCIaHCUU Y CUOCOB.

JIuna, HecyIue aJjesb ¢ mpeMyTamnuein (Koau-
yecTtBo CTG moBTOpPOB OT 35 M0 49), aCUMIITOMHEI,
HO UX JIeTH UMEIOT PUCK HACJIeJOBAHUA MYTaHTHON
sxcmadcuu (>50 CTG moBTOPOB) U ITOABJIEHUA CUM-
nToMOB 3a0oaeBaHUd [2].

Cpenuuii BospacT ae0i0Ta B3POCJOi (OPMBI C
HO3SHMM HAYajJoOM cocTaBiisgeT oxoiao 40—-45 mer.
Kax ykasamo BbIllle, HAHHBLIN (PEHOTUII KOPPEIU-
pyetr ¢ uuciaom CTG-moBTopos ot 50 mo ~100-150.
M.E. Arsenault u coasr. B cepunu Habmonenuin 102
B3POCJIBIX MHAIIMEHTOB C «MaJioii» skcraucueii CTG-
IOBTOPOB IIOKAal3aJii, YTO Ipu sKcmamcuu oT 50 1o
99 mOBTOPOB B KJMHHUYECKOII KapTHUHe Ipeodana-
Jla M30JIMpoBaHHAaA Karapakra [4]. Muoronus, cia-
00CTh, JHEBHAs COHJIMBOCTH, MHUOTOHUYECKUN IIaT-
Tepu Ha OHMI' 3HaunTeIbHO Uallle BBLIABJIAINCH B
rpynie ¢ KoauuectBoM CTG-mmosTopos ot 100 mo 200.

Kinaccuueckas gopma s3abojeBaHUSA ge0OTU-
pyeT BO BTOPOM [ECATHUJETUU KU3HU Pa3BEPHY-
TOW MYJBTHUCHUCTEMON KJIMHUUYECKON KAPTUHONM.
Ha mepBbIii I1aH BBICTYNAIOT JUCTAJIbHAA MBIIIIEY-
Has cJaboCTb, MUOTOHHSA. XapaKTepHbI KaTapak-
Ta, HaAPYIIeHUs CEePAeYHON ITPOBOAUMOCTH, PeEXKe
BBIABJISETCA JUJIATAIIMOHHAS KapauoMuonaTus [5].
BoBieuenune riaagkoil MYyCKyJaaTypbl IPUBOIUT K
npucarum, 3amopaM, KHUIIEYHOW IICeBI000OCTPYK-
muu wiau guapee [6, 7]. IlaTosorus co CTOPOHBI
SHIOKPUHHOM CHCTEMOII IIpeAcTaB/ieHa TUIIePUH-
CYJIMHU3MOM, CaXapHBIM AuabeToM, AuChHYHKIIHEN
IIUTOBUIHOM sKeJe3bl [8].

HecmoTpsa Ha TO, YTO IEepBbIE OMMCAHUSA MUO-
TOHUYECKOU NUCTPOMUU TATUPYIOTCA eIlle HauajioM
XX Bekra (Steinert, 1909), nerckas u BpoKIAeHHAA
¢dopMBbI 3a00IeBaHIS He BBIIEJIAINCH KaK cIeudu-
yeckue g0 1960 r. [9].

Hetckasa dopma maunudecTupyeT B BO3pPacTe OT
1 roga mo 10 snet u xapakrtepusdyerca Aud@ysHOI
MBIIIIEUYHONA T'HMIIOTOHMNEH, CJIabO0CThIO0, BOBJIEUEHI-
eM JINIEBOM MYCKYJIaTypbl, AU3apTpHeli, THycaBo-
cThio. HacToil Kamoboii ABISIOTCS PEIUIUBUPYIO-
e 00JIM B JKMBOTe. XapaKTePHbI HHTEIeKTYab-
Hble HapylleHus (CpemgHUU ypoBeHb 1Q BapbupyeT
ot 70 mo 80) [3].

BpoxkgenHas MuoTOHMYEcKas AuCTpoduUs
(BM[I) BcTpeuaeTcs ropaszo pe:xe — 1 cayuaii Ha
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47 619 xuBBIX HOBOpPOKIeHHBIX [10]. B Teuenue
MHOTHUX JIET CUUTAJIOCh, UTO NETH C MaHHOU (op-
MoOii 3a00JeBaHUs POKIAIOTCA TOJBKO OT MaTepei,
crpagmatorriux M 1. Oxgmako B 1994 r. Bergoffen
W COaBT. ONMYyOJMKOBAJU IIEPBBIA CJyYall OTI[OB-
CKOU TpaHCMUCCUU BpPoKAeHHOUN opmbr M1 [11].
B macrosmiee Bpemsa onucaubl MeHee 10 KaumHNUe-
CKUX MIPUMEPOB C Aeb0TOM 3a00jieBaHMS B HeOHA-
TaJIHLHOM IIePUOIe U C TIepefaveii MyTaluu OT OTIIOB
[12-16].

Brigensaior nBe hopmbel BM]I — Tsaikenas u cpen-
HeTsKesnada. Ilpu Taskenoin dopme BMJI xapak-
TEPHBIMU OCJIOKHEHUAMU OepEeMEeHHOCTH ABJIAIOTCS
MHOTOBOAME, cjaaboe IeBeJieHUe IJIoAA, 3aJepiKKa
BHYTPUYTPOOHOTO PA3BUTHUA, MIPEKIeBPEeMEHHBIE
poxawr [17, 18]. KamHuuecKkasa KapTHUHA xapaKTe-
pusyeTcsa HaAJIWUYUEM ObIXaTeJIbHBIX U OyJIbOApPHBIX
PaccTpoiicTB, MOTPeOHOCTHIO B PECIINPATOPHOM IO -
Iep:KKe (MCKYCCTBEHHAs BEHTUJIAIUS JETKUX —
WBJI), BeIpaskeHHON AUMDDY3HOU MBIIIIEUHON TUIIO-
TOHUEI, TUI0- iau apedeKcueii. HacTbIM CHIMIITO-
MOM SIBJISAIOTCA apTPOTPUIIIO3 W/UJIU NBYCTOPOH-
HSA KOCOJIAIOCTD.

Cpennersaxenyio dopmy BM] xapakTepusyooT
OTCYTCTBUE IBbIXaTeJIbHOU HEIOCTATOUHOCTH, MHO-
JKeCTBEeHHBIE BPOKIEHHbIE KOHTPAKTYPHI UJIU M30-
JIUPOBAHHAs JBYCTOPOHHSA 9KBUHOBAPYCHAA KOCO-
JIaIlloCTh, Hea(P(PeKTUBHOE COCaHVE B IIepPBbIe Hele-
JIY JKU3HU Ha (poHe reHepaM30BaHHON MbIIIIEUHON
runotounu [10].

¥ nmereii ¢ BM]l yacTo mpucyTCTBYIOT CJIab0CTh
JIUIEBOUM MYCKYJIATYPHI (JIUIeBas AUILJIETUA), YMe-
PEHHBIN IITO3 B COUETAHUU C BEITHYTOU «IIIATPOBOI »
BepxXHeli ry0oii.

B cepum mabmatonenuit [19—21] 6110 MOKasaHo,
YTO YHUJATEPAJbHBIN MMape3 MPaBOTO Kymoja aua-
¢dparmMbl B COYETAHUU C PECHIUPATOPHBIM IUCTPECC-
CUHAPOMOM U AU(P(PY3HON MBIIIEUHON T'MIIOTOHUEN
mpencTaBiasgeT coOO 3HAUMMBINA, HO He HMaTOTHOMO-
HUYHBIA JUATHOCTHUYECKUI cuMIITOM. BoBjieueHue B
TaTOJIOTUYECKU mporece auadparmMmbl TaKKe OITrca-
HO Y HOBOPOYKJAEHHBIX C BPOYKIEHHBIMU MUOTATUIMU
[20], cimHAaNBbHOM MBIIIIEYHON aTpodueii ¢ pecnupa-
TOPHBIM AucTpeccoM 1-ro tuna (SMARD)[22].

CMepTHOCTh B HEOHATAJIBHOM MEePUOIe JOCTUTA-
er 30—-40% [23]. BolsKuBIINE AETU JEMOHCTPUPYIOT
VHUKAJbHBIN «0M(asHbI» THUI TeUueHUS 3a00JieBa-
Husa [24]. B TeueHme HECKOJBKUX Heneab (MHOTIA
10 HECKOJIBKUX MECAIEB) 3HAUNTEIbHO CHUIKAETCA
BBIPA’KEHHOCTh CUMIITOMOB HEOHATAJBHOTO IIEPUO-
na. MyulmmeyHasa cujia IOCTEeIeHHO yayuliaercs [25]
u OOJBIINHCTBO IIAI[MEHTOB B BO3pacTe OT 2 10 5
JIeT IpuoOpeTaeT CIO0COOHOCThL K CAMOCTOATEIbHON
xXoxaboe.

MpeImeurnas c1aboCcTb ¥ MHOTOHHUYECKME (PeHOo-
MEeHBI MeIJIEHHO IIPOTPECCUPYIOT U CTAHOBATCA
BBIPAKEHHBIMU TOJIBKO K 3-I JeKale JKM3HU, aHa-
JIOTUYHO TEUYEHUIO B3POCJION KJIACCHUUECKOH (POPMBI
boJsiesHu. B psame ciyuaeB moTeps CIOCOOHOCTH K
CaMOCTOSATEIbHOMY MePEeBUKEHNI0 BOSHUKAET YKe
B Bogpacte 15—20 met [2, 18].

XapaKTepHbl TPYAHOCTA B O0YUEHHU, 3aePiK-
Ka peueBOTO Pa3BUTHUSA, ICUXUATPUUYECKUE OTKJIOHE-
HUS, ayTUCTUYECKOe TMoBeJeHne. Psaa aBTOpoB mpu
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CPaBHEHHUU BPOKAEHHON M NEeTCKOM (POPM IIOKasa-
au, uto aetu ¢ BM]I numeroT 6oJiee TsKeable MHTEJII-
JneKryaabHble Hapymenus [25]. Ekstrom u coasr. B
cepuu Habawogenuii 19 gereii ¢ Taxkesoit u 18 gereit
co cpenHetsikenoin BM]I BbIABUIU TPYAHOCTU B
oboyuenun y 95 u 83% COOTBETCTBEHHO, IIPU STOM
cpenaue mokasarenu 1Q cocraBuiu 40,3 (22-71) u
47,9 (26—85) coorBercTBerHO [18]. HacTo BcTpeua-
IOTCS Pa3HOOOpa3HbIe TACTPOUHTECTUHAIBHBIE CUM-
TIITOMBI: 3aIIOPHBI, Auapes, TuddysHbie 00U B JKUBO-
Te, racTpossodareabHbI pedaOKC, Heaep:KaHue
KaJja, 4TO, BEPOATHO, CBA3AHO C IIOPAKeHNeM IJIaj-
KO MycKyJaaTypsI [17].

Takue «KJIOUEBBIE» OCOOEHHOCTH KJaccuyue-
CKOIi B3pOocCJyoii (GopMbI, KaK KaTapaKTa, CaXapHbII
nuaber, cepaeuHO-COCYAHCTas IIaTOJIOTUSA KpaiiHe
penko manudecTUPYIOT B IeTCcKoM Bospacrte. Ilpu
WCCJIEJOBAHUY 3PUTEJbHON (GZYHKIUU y OeTell u
mozxpocTkoB MoJioxke 18 et ¢ BM]I He 65110 BBIAB-
J€HO HUW OJHOTO cJiydyasd WMCTHUHHOM KaTapakKThl,
OJHAKO IIATOJIOTHA XPYCTAINKA BeTpeuanack y 41%
[18]. Taxsxe obparmiany Ha cebs1 BHUMAaHME BEICOKAA
YacTOTa THUIIEePMETPONNY U aCTUTMaTu3Ma.

Onucanue KIMHUIECKOTO CIydas

HoBoposkaennas mgeBouxka Y. poamyach OT JKEHIIU-
HBl 28 jer ot I GepemeHHOCTH, IIpOoTeKaBIlell Ha (QoHE
MHOTOBOZAUS, €JIa0OT0 IIIeBeJIeHUs IIOAA, HKCTPEHHOTO
OIIEPATUBHOIO JieueHUs (PJIerMOHO3HOIO alleHJUIUTa B
23 Hen, yrpossl IpephIBaHusa B 28 HeJ, OCTPOTO pecrupa-
TOPHOrO 3a00JIeBaHUA C IIOAHEMOM TeMIIEPATYPHI TeJa A0
cy0debpunpHBIX nudGP B 29 Hex (osyyasia aHTHOAKTEPU-
AJLHYIO Tepanuio me@TPUaKCOHOM). ¥ MaTepu OTATrOIIeH
COMAaTHYEeCKUH aHAMHe3: I'MIOTHpPeo3 (IIoJyyaeT 3aMe-
CTUTEJbHYI0O TOPMOHOTEPAINNIO), IPOJAIC MUTPAIHHOTO
kiaanana Il cremeHu, XpoHMYeCKUN TOH3UJLIUT. Ponbr 1
ecTecTBeHHBIe IpexaespeMennbie B 306/7 memens. Macca
Tesia npu poskaenuu 1330 r, gauHa 41 cM, OKPY'KHOCTH
ronoBel 30 cMm, okpy:kHOCTH rpynu 32 cm. OmeHka 10
mkasie Anrap 3/5/7 6aiios.

Obpamany Ha ce0d BHIMAHUA OCOOEHHOCTH (PEHOTH-
na pebeHKa: roTuyecKoe HEOO, MUKPOTHATHUA, SKBUHOBA-
pycHad ABYCTOPOHHAA JeopmManud CTOI, JoJuxoleda-
audyeckas popma uepena (puc. 1).

CocTosaHUe IpU POXKIEHUY KpaiiHe TAMKeJIOe 3a CUeT
abIXaTeJabHO HemocraTouHocTu III cremeHu, BBIpasKeH-
Horo cuujgpoma yrHereHms IIHC. B pomunpHOM 3aie
Hayarta VBJI, ogHOKpaTHO HpoOBeJeHa 3aMeCTUTeJIbHAasa
Tepanuda cypdaxrarTom B fo3e 180 mr/Kr.

B Bospacte 6 u Xu3HU peOEHOK IlepeBeleH U3
poauIbHOTO AoMa B oTAesieHue peanumaruy [[I'B Ne 17 r.
CaukTt-IleTepOypra ¢ IUarHo30M: CUHIPOM AbIXaTeJIbHBIX
paccTpoicTB, AbIXaTeabHas HexocTaTouHOCTh III creme-
Hu. BHyrTpuamHuoTnmyeckas MHMEKIUSA HEYTOYHEHHOTO
reresa. OTKPBITBHIN apTepPUANBLHBIN MPOTOK? AchUKCUS
TsoKesionn crenenu. Anemusa II cremenu. IIHeBMmoTOpaxc
HeHanpssKeHHLIH caesa? Hegonomennocts 306/7 nenens.

IIpu mocrynjieHuu B OTAeJE€HUE PEAHUMAIUU KJIU-
HUYecKasd KapTHHA IPEACTABJIEHA TSMKEJbIM KapJuo-
pecuupaToOPHLIM JUCTPECC-CUHAPOMOM, TeUueHueM NHDEeK-
LWOHHOIO IIpolecca Ha ()OHE BBIPAKEHHOTO CHUHAPOMA
yraererus ITHC. B teuenue 5 pHell mpoBoamMIach BBICO-
kouacroruas UIBJI 100% xwuciopomom, B HaJbHEHIIIEM C
MOCTENeHHBIM CHUKEHUEM [1apaMeTPOB BeHTUISAIUN.
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Ilo paHHBIM peEHTreHOrpaMMBI OPTAaHOB TI'PYIHON
KJIeTKU BBISBJIEHO BBICOKOe CTOofHUE (mape3?) mpaBoro
KymnoJsa auadparmel (puc. 2), mpoBoguiach guddepeHu-
ajnbHAA JUATHOCTUKA C BPOXKJEHHBIM IOPOKOM Pa3BUTHUA,
aTeJIeKTa30M CpeJHel JOJIU IIPaBOro JErKoTo.

Ha 9-e cyTkm :KusHuU mo pesyJsbTaTaM HeNPOCOHO-
rpaMMbl OTMeYeHbl ACUMMeTPpUYHAA OUBEHTPUKYIOLUIIA~
ranua VLS>VLD, BEyTpUKeIyJOYKOBOEe KPOBOUBINAHNIE
II crenenu ciieBa, MOBBINIEHNE 9XOTE€HHOCTY IEPUBEHTPU-
KYJAPHBIX 30H C UCXOJOM B YMEPEHHYI0 CUMMETPUYHYIO
OMBEHTPUKYJIOAMIATAIINIO 0e3 3HAYMMOI'0 HapacTaHUS
pasMepoB OOKOBBIX JKEJYLOUYKOB K 26-M CyTKaM KU3HU.

ITo pesynbratam Y3U opraHoB OGpIOIIHO¥M ITOJIOCTH
BBISIBJIEHO IIOBBIIIIEHNE DXOT€HHOCTY IUPAMUL B ITOYKAX,
B OCTaJIbHOM 0e3 0CO0eHHOCTeH.

9XOKT ue BbiABUIa MOP(OJIOTUUECKUX U T€MOIUHA-
MUYECKUX HapPYIIEeHU.

K 30-m cyrkam Ku3HuM Ha (DOHE IIOJIOKUTEJIBHOU
IMHAMUKH B COMAaTUYECKOM CTaTyce y pebeHKa COXPaHsd-
auck norpedHocTs B IBJI B cBasu ¢ HEdhHEKTUBHOCTHIO
CaMOCTOATEJHLHOTO IBIXaHUSA, BBEIPakeHHad nuddysHad
apepaercus,
CIOHTAHHAHA ABUTATEJIbHON aKTUBHOCTS.

MBIIII€eYHad THUIIOTOHUA, MHUHHMAaJIbHaA

Puc. 1. Oco6ennocT BHenIHero Busia 6oabpHoi Y. (onucanue
B TEKCTeE).

Puc. 2. PenTreHorpaMMa OpraHoB IPYJHOM KJIETKH GOJIBHOIM
Y. (omucaHue B TEKCTE).
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C auarHOCTUYECKOU IeJIbI0 IIPOBeJeHa JIIOMOAJb-
Hasd TYHKIUA, OOMIEKJINHUYECKUN U BUPYCOJOTUUYECKUHA
aHaNN3 JUKBOPA KCKJIOUNJ TeueHUe HeHpPOuH(pEeKIWH.
Pesynbrarhl TaHIEMHONI MacC-CIEKTPOMETPUHN UCKJIIOYN-
I TedeHVe OPraHWYeCKUX aluAypuil, aMUHOAIIUAOIIA-
Tui#, 1edeKTOB 3-OKMCIEHU JKUPHBIX KHUCJIOT.

Brin 3amomospen me00T HEPBHO-MBIIIEUYHOI'O 3a00-
JeBaHUsA. AHaau3 KPOBU Ha KpeaTMHHHOOCHOKMHAZY
(KPK), nakrargeruaporenasy (JIII') — B mpenesax BO3-
pactaoit HopMmbl (K®PK 64,6 en/n, JIOAI' 252,4 en/n).
Hronpbuaras ssnexrporeipomuorpamma (QHMTI') BeisiBuIa
IPUBHAKY BBIPAMKEHHOTO II€PBUYHO-MBIIIEYHOI'0 IIOpa-
JKEeHUs.

XapakTepHble (DEHOTUIINUYECKNE OCOOEHHOCTHU, IIpe-
obJ1aaHye CUMIITOMOB MBIIIIEUHOM CJIa00CTH HAJ MbIIIIeU-
HOI TUIIOTOHMEM, TOTPeOHOCTh B HEIIPEPBLIBHOM pecnupa-
TopHOU nonaep:kKe (IBJI), HopmanbHbie 3HaueHUa KOK,
a TaK’Ke IePBUYHO-MBIIIEUYHBIN IATTEPH IIOPAKEHU II0
naasabiM OHMI' mosBoauiu cysuTh Kpyr auddepeHIin-
aJIbHOWI MMAaTrHOCTUKU OO0 CJEAYIOIMX TI'PYyIIl 3abojeBa-
HUI: BPOKIEHHbIe CTPYKTYPHbIe MUoONaTNu (HeMaJIuHO-
Bas, IIEHTPOHYKJIeapHas U Ip.), MeTaboaudyeckue (MUTO-
XOHIpUaJIbHbIe) MuonaTuu, BM]I 1-ro Tuma.

TiaTebHBIN HEBPOJIOTUYECKUA OCMOTD MaTePU BbIs-
BUJI Oco0eHHOCTV (DeHOTUNA: YIJINHEHHOEe TI'MIIOMUMUY-
HOEe JINI0, aTpodus BUCOUYHBIX M KeBaTEJbHBIX MABIIIIII,
(beHOMEH «pasorpeBa» B peun, MUOTOHUYECKUI CIIa3M IIPU
PasKMMaHNUM IAIBIEB PYK, UTO XapaKTEePHO AJIS B3POCIOHA
dopmur MI1.

MoseKynsspHO-TeHeTUUEeCKOe KCCJIEeLOBAHUE O[]~
TBEPAUJIO Haguywe matojormyeckoit skcmancuu CTG
noBTOopoB B rene DM PK y martepu u peberka (6osee 150
CTG-noBTOpOB B mepBoii aynenu B rene DMPK), uro
HA OCHOBAHUY KJNHUYECKOU KAaPTUHBI II03BOJIMJIO AUAT-
HOCTUPOBATH TAMKENYI0 HeoHaTadbHyio Gopmy BM]II y
pebeHKa U KJacCUUEeCKYI0 B3pOocayio (hopmMy 3a00IeBaHUA
y MaTepu.

IIpu panpHelemM HaOIIOAeHUY pebeHKa oTMevYaiach
MOJIOXKUTENbHAS [UHAMUKA B HEBPOJIOTUUYECKOM CTaTyCe:
K 3,5 MecAleB YBEJUUUICA 00heM aHTUTPABUTAIIMOHHBIX
IBUKEHUM, YCUJIUJICA MBIIIEUHBIE TOHYyc. B 4 MecdAna
THOABUJICA COCATEJIbHBIN pedieKc, CHHXPOHU3UPOBAHHBIH
Cc akToM TJioTaHusi. B 5 MecsIiieB pebeHOK IepeBeleH Ha
CcaMOCTOSITEJIbHOE JbIXaHUe.

Taxum o6paszoM, (peHOTUNI BPOIKIEHHOI (DOPMBI
M1 pasuTesbHO OTJIMYAETCA KAK OT JIETCKOI, Tak
U OT KJIACCUUECKOI B3pocJioii popM 3ab0JieBaHUA:
OTCYTCTBYIOT KJIIMHUUYECKNE U 3JIEKTPOPUIUOJIOTU-
YyecKue MATTEePHbI MHOTOHWU, B IATOJIOTUUYECKUI
IPOIeCcC He BOBJIEUEHBI S9HAOKPUHHAA U CEePLEeUYHO-
COCYIUCTAsA CUCTEMBI. ¥ JIYUIlIeHNEe CUMIITOMATUKU
B TedeHUe HECKOJIbKUX HeAelb IIOCJe POKIeHUSA
YacTO IPUBOLUT K OTCPOUEHHOM, PETPOCIIEKTUBHOMN
TIOCTAHOBKE JUATHO3a IIPY ITOABJIEHUY PA3BEPHYTOMN
KJIMHUUYECKOI KapTUHEI B 00Jiee cTapIiieM Bo3pacrTe.

Kongnruxm unmepecoé: agmopuL coodwunu 06 om-
cymcmeuy KOHQAUKmMa uHmepecos.
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