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CocTofiHMe Mbiwiy

W HEPBHO-3IMOLMWUOHANbHOW
cchepbl Yy AeTen U NOAPOCTKOB
c cuiapomom MapdaHa

O6cnenosano 95 manueHnTos B Bo3pacte oT 8 g0 20 jeT ¢ cunapomom Mapdana
(CM). BommosHeHB KIMHUYECKUE WCCAEIOBAHUA, 3XOTrpadusa MBI, IO
MTOKa3aHUAM — THCTOJOTHUYECKOE MCCIefoBaHue, dIeKTpoMuorpadus, 3anuch
HEHPOCEHCOPHBIX BBI3BAHHBIX NOTeHIUANOB ¢ N. tibialis, onpejeneHnl MCUxo-
JIOTUYECKUi cTaTyc, unjekc 1Q, skckpenusa HopaJpeHaJuHa C MOYOH B IOKOE U IIpU
SMOIMOHANBHOI Harpyske. Ilo pesyibraraM HCCIeOBAHUS OTMEYEHA BBICOKAS
PpacIpoCTpaHEeHHOCTb rOJOBHBIX Goieil (39 uenosex, 41,1%), skrazuu TBeprOit
Mo3roBoii o6onoukn (8 manuenTos). Hepexko perucrpuposanu HapylmeHUs
OCaHKH, IIIOCKOCTONHE, MBIIIEYHYIO CJla60CTh. IJXOrpadUYecKd BBIABICHO
yBEeJIUYEHUE COEAMHUTENbHON TKaHM B MbIOIax. [ucrosormyeckm 3aperwuc-
TPUPOBAHO U3MEHEHME Pa3MEpPOB U (POPMBI MBIIEYHBIX BOJOKOH, MPU3HAKH UX
puctpoduu, OTeK, AUCTpodus U CKJIEPO3 HEPBHBIX BOJOKOH. MHzuekc
MHTEIIEKTYaJbHOCTH B I[€JIOM He ObUI M3MEHEH, HO JeTAM ObUIM HMPUCYIIH
TPEBOXKHOCTD, IOBBLINICHHAS 3MOIMOHAIBLHOCTD. IIpy 3MOIMOHAILHOIN Harpyske
pe3Ko Bo3pacTasa 9KCKPEIHsa HOpaZpeHaInHa ¢ MOJOH.
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Muscle involvement and neuropsychological aspects in children and adolescents with
Marfan syndrome

A total of 95 patients with Marfan syndrome (aged 8 to 20 years) were examined. A battery of tests was carried out which includ-
ed clinical studies, muscle echography, and where indicated microscopic examination, electromyography, recording of neu-
rosensory — evoked potentials with N. tibialis, the psychological status was determined, IQ and urine norepinephrine excre-
tion were measured at rest and during emotional stress. The study revealed a high prevalence of headache (39 subjects, 41,1%),
and dural ectasia was found in 8 patients. Frequently detected were faults in posture, platypodia, and muscle weakness.
Ultrasonic scanning revealed an increase in connective tissue in the muscles. Muscle biopsies obtained showed the altered
muscle fiber size and shape, signs of muscular dystrophy, and edema. IQ remained unchanged, but some children showed anx-
iety and emotional hyperactivity. The excretion of norepinephrine in urine showed a sharp rise during emotional stress.

Key words: Marfan syndrome, children and adolescents, muscle involvement, cognitive and emotional sphere.
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COBpeMeHHbIe TeXHoOoNnNornm B ANATrHOCTUKE N NNeYeHUNN

reHepannsoBaHHaﬂ JUCILUIA3US COEAMHUTEILHOMN
TKaHHU, XapaKTePHUIYIOIAsAC MPeodIaTaHeM JINHHBIX
pPa3MepoB Tesa HaJ, IOIEPEYHBIMU (ZOJIUXOCTEHOME-
JIs), HEPEAKO BCTpedaeTcs B obmielt nomysaun. Knac-
cudeckoe ee mpossiaeHue — cuagpom Mapdanma (CM).
Kinuanmgeckyro xaptuHy cusHapoMa Mapdana ommcan
McKusick 50 net Tomy Hasaz [1]. boapmuHCcTBO crienma-
nuctos Bocupunumaer CM Kak pejkoe cOCTosgHUE, KO-
TOpOE€ ACCOIMHUPYETCS C APAXHOJAKTIUINCH, TOJIBBIBU-
XOM XPYCTINKA U aHEeBPU3MOIT aopThl. OJHAKO B €BPO-
nelickolt momyasanuu cundpom (6onesns) Mapgpana
BcTpeyaercs ¢ gactoToit ot 1:10 000-1:20 000 xo 1:5 000
HacesneHus [2, 3], 4TO CBUAETENBCTBYET O GOJIBIIOM JIHC-
JIe CTEPTBIX ero (popM, He NUMEIOIINX KIACCHYECKON TPHU-
aJbl HpI/ISHaKOBZ aanHOI[aKTI/UII/IH, IIOABBIBUX XPYCTaJII/I'
Ka, aHeBpu3Ma aoptrl. Creproie ¢popmbr CM o6bacHS-
IOTCSI MHOKECTBEHHOCTDBIO MOJIEKYJIIPHBIX MEXAaHU3MOB
MIATOTE€HE3a ¥ TeTEPO3UTOTHOCTEIO [4-6].

CunjipoM 06YCIOBJIEH N3MEHEHNEM TeHa 15 xpomo-
comnrl (15q15-21), orBeTcTBEHHOrO 3a cHMHTE3 (pUOPUI-
JIMHA — BaKHEHIIEH COCTAaBHOW YaCTU MHUKPOMUOPHILT
3TACTUYECKUX BOJOKOH. B ofHOM rese onmcaso yxe 60-
sgee 500 myTanmii, 3TUM OOGBACHSIOTCS BAPHAOEIbHOCTD
CHUMIITOMOB U B pﬂﬂe CJIY‘IaeB pr,Z[HOCTI/I ANATHOCTUKN
[3, 7, 8]. IemeTnueckasa gmarnoctuka CM BO3MOKHA He
BO BCEX CJydYadx, OHA CJIOXHA M jgoporocrosma [9].
OjuH 13 NePBLIX METOJOB JUATHOCTUKY — TAK Ha3bIBae-
MBI «OMHHOYCHBIN»: AMATHOCTUKA CUHPOMA 10 BHEII-
HeMY BI/IZ[Y nmanueHTa " peByJIbTaTaM MOpq)OMeTpI/II/I
[10].

Cpeau gereit u noapoctkos ¢ CM Hepeko BcTpeyda-
IOTCA MAaTUEHTDBI C «MUOIIATUYECCKHUMI» qepTaMI/I: MaJiast
Macca MBIIIEYHON TKAHU, TMIIOTOHUS, CKOJIMO3, KOHT-
PaKTyphl CYCTaBOB. B peaxux ciayyasx ommcaHa IEHTpPO-
sokyaspHas muonatus [11]. Ceoiicreernnsie CM He61a-
FONpPUATHBIE U3MEHEHHUs cepAua (pacuupeHre aopTshl,
HApyIIEHUs PUTMa, HEpeBMaTU4YeCKas HeLOCTaTOY-
HOCTb MHUTPAJIbHOTO KJIallaHa), TUIIEPMOOUIBHOCTD
1,/ WIN KOHTPAKTYPbI CYyCTABOB IPUBOJAT K CyIECTBEH-
HOMY CHIDKEHUIO IBUTATEIbHON AKTUBHOCTH U yCYTyOJIs-
IOT U3MEHEHUA MBI B psge coobmennii mpuBeaeHb
CBEIEHUA O ILUICHOTPOIIHON MAaHU(ECTALUY MBILIEYHO-
ro CUHAPOMA IPH HACJIEJCTBEHHOH IATOJOIHMH COEIH-
HureabHOM TKaHu [12, 13], HO agexBaTHBIE MCCIENOBA-
HWA MBIIIIY C HpI/IBJIC‘ICHI/IeM COBpeMCHHbIX METOIUK HE
BbBIITOJIHAJINCH.

CeefileHnst 06 YMCTBEHHBIX CIIOCOOHOCTSIX JIIOAEH
¢ CM 1 UX 3MOIMOHAJILHOM CTaTyC€ He BCEerja OJHO-
3HAYHBI. HpI/IHHTO CHUTAThb, 4YTO UHJEKC I/IHTCJUICKTY'
ampHOCTH (IQ)), OIIpenengeMblii IO CTAHAAPTHBIM METO-
AVIKaM, aJAINTHPOBAHHBIM K BO3PACTy OOCJIEIOBAHHBIX,
HEe ommmJaeTcss oT momyasnmu [14], xors B apyrmx
ny6aukanusx CM cBSA3BIBAIOT C 3aTPYJHEHUSIMU B yaebe
Ja’ke IpU HOpMaJIbHOM IQ), CKJIOHHOCTBIO K ICUXO3aM
[15, 16].

Llenb uccneposanua - U3YYUTh COCTOSITHUE MBI U
HEPBHO-3MOIIMOHAILHOU C(epHhI y eTell U MOJAPOCTKOB

c CM.

MATEPWAJIbI N METO[1bI UICCNEQAOBAHUSA

O6crenosano 95 marueHTOB B Bo3pacTte oT 8 xo 20
JIET: MAIBbIUKOB — 45, neBouek — 40 (maba. I1). Cpexn
Bcex jgereir 65 (68,4%) wumenn B ceMbe OJHOIO
poxacreerHuka ¢ CM, eme B 5 crygasx CM B ceMbe GbLI
BeposTHBIM. Takum o6pasoM, B 73% ciiyuaeB MbI HAGIIIO-
nanu cemeitabie popmbr CM.

INMox HamuM HaGIIOACHUEM HAXOAWINCH JETH Ipeu-
MYIIECTBEHHO IyOEPTATHOTO BO3PACTA, KOTAA IIPU3HAKU
JOJUXOCTCHOMEINHU TPOSIBISIOTCS HAanb0Jee OTICTIN-
Bo. Penorunnueckne npusHaku CM y gereil nepBbix
JIET >KM3HU BBISBJISIOTCS PEIKO, TOJIBKO B OYEHD TSKE-
JpIx caydasx. JJuarnoz CM ocHOBBIBAaeTCsl Ha KJIMHAYEC-
KOM KapTHUHE U yCTaHABJIMUBAETCA 110 [eHTCKUM KpuTepu-
am [17].

1. 06wan xapaKkTepucTuka

A. JIumo tpeyroupHOI GOPMBI C MAIEHBKUM ITOA00-
POZAKOM, IIEPEHOCHIIA BBICOKAS (IITUYbE JIUIIO), I71a3a Io-
Ca’KEeHBI IYOOKO, 6ITM3KO APYT K JApyry. BeipaskeHue rmas
rpyctHoe. [TanuenT HanoMuHAET epPCOHAXKEH ¢ KapTUH
Aub-Ipexo.

b. He6o Bbicokoe (roruueckoe). HenpaBuibHbIi
POCT 3y60B, MATBOKTIO3U S, POrHATHUs. 10JI0C BBICOKMIA.

B. Josuxocrenomenus* (IIUMHHbIE TOHKUE KOHEY-
HOCTH). ACTEHUIHOE TesIoca0keHre. bobmoii marers yk-
JIaJIBIBACTCS MTOTIEPEK JIAJOHU U BBICTYIIACT 3a €€ YIbHAp-
HbII kpail (npusHak Ilreiin6epra). MusuHIeM u 60b-
LIIMM IIBLEM HAIMEHT CBOOOAHO OXBATBIBAET CBOE 3a-
nscTbe (mpus3Hak Mapnoxa, gomo I). HuxHnil cermeHT
Tesa 60JIbIIE BEPXHETO, pa3Max PyK IMPEBBIMIACT POCT.

. Poct BBICOKHIA, NPEBBIIAET CPEIHUN POCT 3710~
POBBIX POACTBEHHUKOB 1-I1 cTEIIeHN POACTBA (HE OPHEH-
THPOBATHCS Ha MOMYJISIHIO!).

Il. «Kypunas rpyab»*, win «Ipyab CalOXKHHKA»*,
9aCTO ACUMMETPHYHASL.

E. ITinockas cnuna, KudoCKOIHO3*.

X. TuneprogBrKHOCTD CycTaBOB (Pomo 2).

3. Tunorpodusa mprr.

W. Ipboku, yacTo penuauBUpYOIILE.

K. Bapxarucras msrkas Koxa CO CKYAHOH ITOAKOX-
HOH XKHUPOBOU KIeTYaTKOi, cTpun pactsuxenus (20%),
HE CBA3aHHBIC C OKUPECHUEM.

Ta6bnuua 1

Bo3pacT o6cnegoBaHHbIX NAaLUEHTOB

MenamaHa

Moka3atenb

Bospacr LR 8 20
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N. Kucrtel Bepxymiek JI€rKUX, PENUIUBUPYIONIMIT
ITHEBMOTOPAKC.

M. Dxrasuu TBepAOil MO3roBoil 060J0UKHU B JTIOMGO-
CakpaJbHOM OT/eJI€, aPTEPUOBEHO3HbIE AHEBPU3MbI B
TOJOBHOM U CHUHHOM Mosre. Pacmmpenue Cysterna
magna.

H. Protrusio acetabuli.

2. N3menenus rnas

A. BrIBuX/IOJBBIBUX XPYCTATUKOB¥, dYale JIBYCTO-
POHHUII, IO HAIpaBJEHUIO BBepX U KHapyxu [19], B
60% ciydaes pasBuBaeTcs B BozpacTe 10 4 et (gomo 3).
g cBOEBpEMEHHOI JMATHOCTUKM BaKHO MCCJIEN0Ba-
HUE C IOMOIIBIO IIEJE€BOM JaMIIbl Ha (DOHE MUJPHUA3A.
Kinuanuyeckuit npusHak AMCIOKAIIMU XPYCTAJIUKOB —
JpOsKaHUE BHYTPEHHETO Kpasi Pajly:KKU.

b. Muornus, oGycIOBIEHHAS KaK PACTSLKEHHEM Karl-
CyJIBI IIa3a, TaK M IDAPOBMJHBIM XPYCTaJIUKOM (peke),
MerajJoKOpHea, IJIOCKOU pPOroBUIIEH.

B. KosoGowma pajyxku, maykoma, OTCIOMKA CeTYaT-
K.

. Y3kue 3pauku (Hegopassurue M. dilatator pupil-
lae), Arcus senilis.

Il. MemGpana 3pauxka.

3. CeppeyHo-cocyaucTbie u3meHenus (99%)

A. TTporpeccupymomiee pacuripeHne a0pThl* 1,/ win
cunyca BanbcanbBert.

b. PaccrauBaiomas aHeBpr3Ma aOpPThI U,/ MU €€ pas-
PBIB.

B. HenocTaToOYHOCTD A0PTAIBHBIX KJIAIAHOB.

I Iposanc MUTPaJIBPHOrO KJIAllAHA, €ro HEAOCTa-
TOYHOCTb, MHKCOMAaTO3Has JAereHeparus CTBOPOK,
0OBbI3BECTBJICHIE MUTPAIBHOTO KOJIBIIA.

[l. Hapyuienus purma cepiuna.

4. CemeiHblif aHamHe3*

YacToTa BCTPEIAEMOCTH ¥ POJCTBEHHUKOB 1-i1 cTe-
neHu ponctsa — 75%, cnopagudeckue crydan — 25%.

Heo6xonumMo HaIn4une Kak MUHHUMYM JIByX OCHOB-
HBIX IPU3HAKOB, OTMEYEHHBIX 3BE3/[0UYKON (XOTs ObI 110
OJIHOMY W3 YETBbIPEX BBINICHA3BAHHBIX T'PYIII), U HeC-
KOJIBKO JIOTIOJIHUTEbHBIX.

AnexTpomuorpaduiecKie UCCIeA0BAHNS IPOBOIU-
JIM C LEJIbI0 MCKJIIOYEHHS JOOPOKAYECTBEHHBIX MHOIIA-
THI IPYU HUIMIHH )KAT00 [MAIMEHTOB Ha MBIIIEYHYIO CJIa-
60CTb, 3aTPyAHEHMS B IOAbeMe IO JecTHuie. Heiipo-
CEHCOpHbBIEe (COMATOCEHCOPHBIE) BbI3BAHHbIE IOTEHIMA-
JIBL MIO3BOJIFIOT IIOJIYYUTh OOBEKTUBHOE 3AKJIIOYCHHE O
peaKIyu OpraHu3Ma Ha pasjpaxkeHue mnepudepuaec-
kux HepBoB [13]. [Ipy HaIMYUKM COOTBETCTBYIOIUX I10-
Ka3aHMII C I[eJIbI0 NCKIIOYEHUS IIePBUYHOIO MBIIIEYHO-
ro mpouecca (MAOIATHN) IPOBEJEHO I'UCTOJOTMIECKOE
n3ydeHue MbI. buonrarsl Gpajsn IpU ONEePATUBHBIX
KOPPUTHUPYIOLUUX BMEIIATEIbCTBAX U3 MPSIMON MBIIII[bI
CIIHHBI IIPU OIIEPALUH II0 IIOBOAY SKTA3UU TBEPAOI 060-
JIOYKU CIIMHHOTO Mo3ra (y 7 MAIFieHTOB) MM U3 GOJIb-
IIOH IPYHOM MBIIIIIBI TP OIIEPALIH 110 ITIOBOJY BOPOH-
KooOpa3HoI rpyaHoi x1eTkn (y 12 6onbHbIX). s cse-
TOBOI MHKPOCKOINU GHOINTAT MOMEINATH B 3a0ydepeH-
HbIIl pacTBOp mnapadOpMaIbJeruA-TIIOTAPAIbAECTUAA.

Domo 1. ITpusnax Mapdoxa — cnocobrnocms nayuenwma obxeamumo

C60€ 3aNACMbEe MUSUHYEM U 6oavUUM naivyem

Domo 2. Tunepmobusvnocms cycmagos: 0e60UKa-no0pocmox cnocobna

3anaemamdv NAABY Bl 6y’l€6’dﬂb’l't0 6 KOCUUKY
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ITocne 3amuBKM TapaTHOM rOTOBIJIM CPE3bI M OKPAIIH-
BAJIM UX IeMaTOKCIUIMH-03MHOM, 1o Matopu 3-xpo-
moM 1 Ha [IIMK-peaxnuio 1 n3ydaau Npu yBeTUIECHUN B
200 u 400 pas.

B mpomecce ob6mero o6ciaefoBaHUsA AETEH MBI
HCIIOTb30BAIN PE3YJILTATHI OIIEHKU WHJIEKCA UHTEJICK-
TyanrpHOCTH (IQ) mo Tecty Kerrema, BBIMONHEHHBIE
crenuaadcTamMu-ncuxosnoramu. CreneHp peduiuTa
BHUMAaHUS ¢ THIEPMOOUIBHOCTBIO WIH 6€3 Hee ompe/e-
JISUIA IO PEeKOMEHAAIMAM AMEPHUKAHCKOH ICUXHATPU-
gyeckoi accouuanuu. Jasg OOBEKTUBU3ALMN 3aKII04e-
HUH O NCUXO3MOITMOHATLHBIX HAPYMICHUAX y 18 mereit
M3yYeHa SKCKPEIUs HOPAJpeHATNHA C MOYOH B MOKOE
U IpU YMCTBEHHOH Harpyske (peleHne MaTeMaThdec-
KHX 337124 10 MKOJbHOI mporpamme). Konnenrparuio
HOPAJpPEHAINHA B MOYE ONpPEEJSId II0 METOJUKE
D. Becker [8].

PesynbraTel 06paboTaHbI MATEMATUUECKU C UCITOb-
30BaHHEM HellapaMeTpuuyeckoro kpurepus Mann-
Whitney, Wilcoxon, Matched Pairs Test, «<reopum ecTb
pasIuuusg OPOTUB TEOPUM HET pasanuuii». Pasnnmuusa
HNPUHUMAIN 32 CTATUCTHYECKH 3HadnMble npu p=0,05 u
MEHee.

PE3YJIbTATbI NCCNIEJOBAHNSA U NX OBCYXAEHNE

M3 95 o6cienoBaHHBIX JeTE€d M HOLPOCTKOB 39
(41,1%) sxanoBanuce Ha roIoBHBIE Gou. loroBHBIE 6O-

an y gereir ¢ CM perucTpupoBaanch 3HAYUTEIBHO
Jaire, YeM B HONyJanuu mkoabHUkoB (10%) 6e3 cung-
poma pommxocreHomernu [18]. Cpeam gomosHHUTENB
HBIX NIPHU3HAKOB, KOTOPBbIE HCCIEAOBATENU OOBIYHO
He PUKCHPYIOT, CJIeJyeT OTMETUTDL HapyIIECHHUs ITPUKYCa
(78 mereit, 82,1%), meNTIKU BUCOYHO-HUKHEUETIOCTHO-
ro cycTasa, 601 B 06JACTH BICOYHO-HIKHEUETIOCTHO-
ro cycTaBa, opodanuaibHbIe 601,

IKTa3Un TBEPAOU 06OJTOUKHA CIIMHHOTO MO3ra 3ape-
TUCTPUpPOBaHbl y 8 marueHTos. O6mas MaHupecTHAs
KJIMHAYECKAs] KapTHHA IIO3BOJIJIA YCTAHOBUTH Y HHX
auarHo3 CM o 7-netHero Bospacra. ITarueHTsI ¢ 9KTa-
3uel TBEPAOH 0OGO0JOYKN CIIMHHOTO MO3Ta KaJOBAINChH
Ha rojosHele 601u (7/8). OHU yCHINBAINCH B BEPTU-
KQJILHOM TIOJOKECHUU U YMEHBIIAINCh B IIOJOKCHHUU
JIEKA, UTO MOIVIO CBUAETEIbCTBOBATH O MOHIKEHUU
BHYTPUUYEPEIHOTO JABJCHUS IIPU MEepEpaCIpeieICHIN
JINKBOPA B BEPTHKAIbLHOM noJioxeHun [19-21]. Kpome
TOro, oTMedaanuch 6osu B cunne (5/8), OGBIYHO B HIDK-
HEM TPYJHOM — BEPXHEM IOSICHUYHOM OTAEJIaX, OGOJIn
B HIDKHEH 9acTH )KUBOTa (4/8) 6€3 IPU3HAKOB IIUCTUTA,
paxukyaonaruu (1/8).

V¥ Bcex JileTell OTMEeUEHbI HAPYNIEHUE OCAHKU U I1JIOC-
kocromue; y 70 (73,7%) — 6011 B pasgMYHBIX TPYIIIAX
mbImil. Y 17 geTeil Ha IepBOM oAy XHU3HHU PETUCTPUPO-
BAJM CHIDKEHUE MBIIIEYHOTO TOHyca. Jlanee oTMmedann
TUNOTPO(}UIO MBIIIIL, CHWKEHHE Ccwibl Mmbpimn (14
JeTell), 3aTPyAHEHUs NpH THogxbeMe Mo JjectHune. Y 9
JeTel 3apEeruCTPUPOBAHO HAPYHICHUE TOHKOH MOTOPHKH.

Domo 3. Ilodevieux xpycmaruxa egepx (noxazam cmperxoi)

Domo 4. Ixoepamma muviumuv, npu cunopome Mappana: 3a cuem
paseumusn coedunumesvsnotc mxanu u3obpaicenue HanoMunaem nepo

NMUYDBL
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Domo 5. Buonvl mvlueunsie 60A0KHA Pasusix pasmepos, enympu xomopoix onpedessiomes adpa (A). Omex mexcymounoti mxaru, nepumusuyma (b)

Ta6bnuya 2

BoipeneHune HopagpeHanuia ¢ Mo4Yoil y peTei 6e3 aucnnasunm u ¢ aUcnnasueid COeUHMTENbHON TKAHHU
B COCTOSHMU NOKOSA M NPU IMOLMOHANbLHO-YMCTBEHHOW Harpyske, Hr/mn/y

MokasaTenb 3 ELE] : :

Hopma, nokoit 20 33,0 24,0 41,0

Hopma, warpyska 20 68,0 49,0 76,0

Iucnna3usa, nokoi 20 34,5 21,0 42,0

Aucnnasus, warpyska 20 120,0 90,0 140,0
Fpacuk

BbipeneHne HopagpeHanuHa ¢ MOYOW y AeTeid ¢ Aucnnasuei COefUHUTENbHOW TkaHn (CM)
M 6e3 Hee B COCTOAHMM NOKOSA M NOCNE 3IMOLUOHANbHOW HArpy3Ku

160

140

100

80

) =

Bbipenenne HopagpeHanuHa ¢ MO4Y0W y feTei, Hr/mn/y

" + %
20
0 = =
Hopma nokoii Hopma Harpy3ka [ncnnasua nokon [Ancnnasua Harpyska

[0 Median @ 25-75% ZI_Min-Max
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IIpu panbHeNIEM H3YYEHUM COCTOSHUS MBIIII]
y BCEX JIeTeH U MOJAPOCTKOB C MIPU3HAKAMU TUIIOTPOPUN
MBIIIII, CIAG0CTBIO, 3aTPYAHEHNEM IIObEMA 110 JIECTHH-
I[e OTMEYaJIM U3MEHEHHUS BJIEKTPOMUOTPAMM U
axorpamum M. Cpeau 15 60apHBIX 6€3 KIMHIYECKIX
MIPU3HAKOB MHOIATUYECKOTO cuHApoma y 10 3aperuct-
PUPOBAH MHOTEHHBIA YPOBEHD MOPAXKEHUS MO JAHHBIM
3JEKTPOMHUOTpa]UU, UYTO MPOABIANOCH KOJUYECTBEH-
HBIM CHIDKEHHEM 3JIEKTPUYECKOW akTtuBHOCcTU. Ilpn
M3yYE€HUH COMATOCEHCOPHBIX BLI3BAHHBIX IMMOTECHITUATIOB
¢ N. tibialis 3ajepkka CUTHaJa 3apErucTPpUpPOBAHA
y 6 ManueHTOoB ¢ 9KTa3uel TBepAOH 060J0UKN CIUHHOTO
Mosra u y 3 — 6e3 skrazuu. CBSA3M MEXKIY BBIPAKEH-
HOCTBIO dKTAa3UM U M3MEHEHUSMH COMATOCEHCOPHBIX
MOTEHIIMAJI0B B JaHHON TIpynme MaIrueHTOB He
OGHAPYKEHO.

Ixorpacdudeckn y nanueHToB ¢ CM BbISABIEHO
YMEPEHHOE TOBBINIEHHE AKyCTUUYECKOW IUIOTHOCTU
MBIIIII, BHU3yaJU3UPOBAIOCH MHOKECTBO IPOCIOEK
COEITUHUTENbHON TKAaHU, HAIIOMUHAIONIUX PUCYHOK
ntuubero mnepa (gpomo 4).

TucTonorndecku HapsAy € MOTUTOHATHHBIMU BOJIOK-
HaMI BCTPEYAIHCh PAa3HOKAIUOEPHBIE KPYIJble BOJOK-
Ha pazmepoMm oT 10 no 65 Mxm B jguamerpe. B psaze
MYYKOB KOJIMYECTBO BOJOKOH ObLIO MeHbIIE. ITpu aTom
PEAKO BCTPEUATICH HEGOIBIINE MYYKH TOHKUX BOJOKOH
(5 MxM B quamerpe). B eqMHIYHBIX BOJIOKHAX HaOIIOA-
Jach MUTpanus sAep BHYTPb BOJIOKHA, yBEJUYEHUE
COEIUHUTENbHOU TKAaHU B HJO- U IEPUMU3UU PA3THI-
HOH MIMPHUHBI, IVIOTHOCTU, CTENEHU 3PEJIOCTU, OTEK
MEKyTOUYHOM TKAaHU U € pUMU3NJIbHLIN. B nepumuzny-
M€ OOHapyXUBaJIUCh Hebosbmue JIUMQOIUTAPHDbIE
NHQUILTPATE BOKPYT PacHajaloMUXCcsi BOJOKOH.
3auKCUPOBaHO YMEHBIIEHUE M HEPAaBHOMEPHOE pac-
MOJIOKEHUE IPAHYJ IMIMKOTE€HA, B €IUHUYHBIX BOJTOKHAX
— rpyOble IpaHy/Ibl MIMKOTE€HA Ha Iepudepuu BOJTOKHA
u Mexay ¢pudbpwuiamu, 6azoduins, MECTaMHd HEKOTO-
pas METaXpOMAaTUYHOCTb ITUTOILIA3MBI MHOIIUTOB.
B HepBHBIX BOJOKHAaX OTMEUYEHbI BLIPAKEHHBIH OTEK,
JUCTPO(UIECKHE U CKIEPOTUYECKIE U3MEHECHMUS.

TucTonorndyeckue M3MEHEHHUs MOATBEPKIAIOT X0~
rpaguyecKue HaxXOJKU, OTKJIOHEHHA Ha 3JIEKTPOMHO-
rpammax (gomo 5, A, b). VameHeHUss HEPBHBIX BOJIO-
KOH MOTYT OBITb OJTHOM 13 BO3MOKHBIX IIPUYNH OOHAPY-
JKEHHOTO HaMH HapPyHICHUsA ITPOBOIUMOCTH.

ITo uToram cHenUaTU3NPOBAHHOTO OOCIETOBAHUS
37 mereit y ncuxosioros cpegHuit naaexc 1Q cocrasiisi
110,2+12,7 (npenensr konebauunit 75-133). ITokasarenn
1Q 6butn morpannysbiMu (75, 77 n 79) y Tpoux nereit,
BCe OHM — JieBIIM. B rpynme geTeit ¢ JOCTaTOYHO BBICO-
kuM 1Q seBopykuM ObLI OAUH PEOEHOK, €me OANH —
CKPBITBIH JI€BITA.

Heitponcuxonorudyeckue mpo6aeMbl 3apeTuCcTPUPO-
BaHbl y 24 (64,9%) nereit, B Tom uncie y 7 (41%) neso-
vek u 17 (85%) manpunukos. Y 12 (32,4%) nanuenTos

ObUIM 3aTPYAHEHMS B yuebe (Tpoe U3 HUX — C IOrpaHuyY-
ubM 1Q). Jletu ¢ Huskum 1Q nmpouncxoarin u3 Marepu-
aTbHO Hebsaronoiay4Helx cemeil. Y 10 u3 12 mereit co
MIKOJBHOM HEYCIEMHOCTBIO 3aPETUCTPUPOBAH CUHPOM
CYCTaBHOU I'MIIE€PMOOUIBHOCTH, B TOM UHCIE Y 5 — TsKe-
apiid. CycTaBHasg THIIEPMOOUIBHOCTD V AeTell 6e3 Hel-
POINCUXOIOTUYECKUX ITPODIEM 3aPETUCTPHUPOBAHA TOIb
KO B JIByX CJy4asx, B o6oux — ymepennas (p<0,01). Je-
Teii ¢ CM xXapaKTepH30BaTu BBICOKAS TPEBOKHOCTD,
HIKOJIbHBIE cTpaxy. OOIyI0 TPEBOXHOCTb YCYryoJIsia
HU3Kasg CaMOOIIEHKA, OCOOEHHO CBOMCTBEHHAsA JETIM C
HApYIIEHUAMU 3peHus, gedopMariueil rpy HON KJIETKN.
MBHoOro 6ecrokoicTBa JOCTABISL BHEIIHUMA BUJ| — HE Ta-
KOM, KaK y CBEPCTHUKOB.

/s OTIEHKM BO3MOXKHBIX (PaKTOPOB, BIUAIOMUX HA
3MOIIMOHAIbHBIE peaknuu geteil ¢ CM, aucnnaszuei co-
€IMHUTEIbHON TKaHHU, MbI ONPEIETIINA dKCKPEUIO HO-
pagpeHaINHA ¢ MOYOH Yy JieTell 6€3 reHepalu30BaHHOU
JUCTUIA3UHN COETUHUTENbHON TKAaHU U Y A€TeH C UCTIA-
3ueil. BbIACHIIIOCH, UTO B MOKOE BbIICJEHUE HOPAJpe-
HaMHA ¢ MOYOH y gereit ¢ CM cocrasisio 27,7+4,9
Hr/mi/vac (Hopma 34,0+7,7 ur/mi/4ac). Ilocre smo-
IIMOHAJBLHOU HArpy3KM B3KCKpPEIUs HOPaJApeHaJINHa
nosbianack Ao 125,3+10,1 nporus 69,8+10,9 ar/ M1/ 4
y aereit 6e3 CM (maba. 2, epagux). Takum o6pasom,
y Aeteit ¢ CM BbIsiBJIeHA TOBBINIEHHAS CUMIIATHYECKAS
aKTUBAIU.

BbIBO/1bl

Hccneprosanue nokasano, 9to y mamueHToB ¢ CM
MOTYT HaOJIIOAThCA N3MEHEHUS MBIIII 1 OCOOEHHOCTHU
MICUXO3MOITMOHATbHOM cephl. MblleyHass MaTOJIOrUsA
MPOSABAAETCHA B HAPYIMIEHUH COKPATUMOCTH U JACTHY-
HOCTHU MBIIIIBI, €€ JIeTeHEPAIH, paspacTaHUN COeaU-
HUTENbHON TKaHU. ITaToI0ruio MOryT ycyry6aaTh nopa-
JK€HUE HEPBHBIX BOJOKOH, MOBBINEHNUE CEKPEIMH CHUM-
MaTOTOHUKOB. OCOGEHHOCTH OPraHHOM MAaTOJOTUU TPU
CM cBA3BIBAIOT ¢ HATMYKUEeM (U6 PUUINHA, IMMYHOPEAK-
TUBHOCTb KOTOPOI'O OTJIMYAETCA OT TAaKOBOH y 370po-
BBIX JIIOZEH, U HaiudmeMm CcHenu(pUIecKuxX MyTarui
[22-24]. OcoGeHHOCTH ICUXO3MOIMOHAIBHON C(epbl
MOTYT OBITH OOYCIOBJIEHDI FT€HETUYECKUMU TPUINHAMH,
a B psAfe caydaes — ceMelHbIMU akTopamu. buoxumu-
YecKue UCCIeOBaHus MOKa3ald, YTO B ITOKOE BhIjeTIe-
HHe HopaJpeHaluHa y gereil ¢ CM, aucivrasueit coenu-
HUTEJIbHON TKAaHM MU 0€3 AMCIUIA3UU HPAKTUYECKHU
OJIMHAKOBO. YCUJIEHNE BbIJICICHUS HOPaJApEHAINHA TPU
SMOIIMOHANBLHON HArpPy3Ke CBOMCTBEHHO BCEM JETSIM —
3TO oTpaxaeT obIylo peaknuio Ha crpecc. Ho oco6en-
HO PE3KO BBbIJIEJIEHUE HOPAJPEHATNHA IOBBINAETCS
y Aeteii ¢ CM, 9TO MOXET OODbACHATb UX TPEBOXHOCTD,
3aTPYHEHUS] TPU BOCIHPUATHU Y4€OHOTO MaTepuaa,
TUIEPIOIBIKHOCTD.
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NpMo6PeTeHNE OHKOMOTMYECKMX Pa3ABUKHBIX HEMHLMU3UOHHbIX
9HAONPOTE30B CYCTABOB [/ 3TOM Kateropuu 60MbHbIX. XMpypru
POKE pacnonaratoT 601blWIKWM OMbITOM BbIMOAHEHUS ONepawmi
9HAONPOTE3MPOBaHMA, And Takux onepauun B PLOKB wumeetcs
Heo6xoaumas matepuanbHas 6asa.

B cBA3K C 3TMM NOKa3aHO HanpasneHue AeTen n NOAPOCTKOB,
CTPajaloLLmMX 3J10Ka4eCTBEHHbIMU KOCTHbIMKU onyxonsamu, B PLOKB
ANS NPOBEeeHNs OPraHOCOXPAHSAIOLLEro XUPYPrivvecKoro feveHns
C 3HAO0NPOTE3NPOBAHNEM CYCTaBOB.

[lns peweHns Bonpoca 0 rocnuTann3auMnm nNpocuM Hanpas-
NATb BbINMUCKW M3 UCTOPWUIA 60Ne3Hn B POCCWIACKYIO [ETCKYH
KNUHWYECKY0 60MbHMLY.
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