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3a nepuod ¢ 2008 no 2013 e. obcaedosano 117 nauuenmos ¢ ecemueunoniasueii u HepaeeH-
CMBOM OauHbl HUNCHUX KoHeurocmel om | 0o 3 cm. [lpumenanu cepuro (hyHKUUOHANbHBIX
mecmos 05 OuenKU KOHOUYUOHHbIX U KOOPOUHAUUOHHbBIX CROCOOHOCMEN U cMabUAOMempuio 6
CBPONCUCKOL U AMePUKAHCKOU CMoliKe. Y 6cex nauuenmoe oOHapyicervl HaApyuieHus 0CaHKu
60 (hpOHMANbHOU NAOCKOCMU, GbIPANCEHHAS CAAOOCMb MUY CRUHbL U JICUBOMA, KOMOPAS
APUBOIUAA K ROCMYPANLHOMY OUCOANAHCY, 00YCAOBAUBAIOWEMY (POPMUPOEAHUE MUODACUUANb-
HbIX MPUSCEPHBIX MOYCK U pa36umue cneyuputeckoeo 6oaecoeo cundpoma. Pesyabmamer cma-
Ounomempuu u KOOpOUHAMOPHbIX MECMO8 CEUICMENLCMEOEANU O NPeobAAOAHUU NPONPUOLEN -
MUBHO20 KOHMPOAS OANAHCA Mmeaa HA) 3pUMENbHBIM.

KinoyeBble ciloBa: reMUTHNONIA3|s, NOCTYpaibHbIi OanaHc, cTaBUIOMETPUSI, KO-
opAMHalMsl, AeopMalius MO3BOHOUHOIO CTO.10a.

Study of Motor Ability Indices and Postural Status in Patients with Hemihypoplasia
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One hundred seventeen patients with hemihypoplasia and discrepancy of lower limbs length of
[—3 cm were examined during the period from 2008 through 2013. Series of functional tests to
evaluate conditional and coordination skills as well as stabilometry in European and American
variants were performed. All patients demonstrated frontal postural disorders, marked weakness
of the abdominal muscles and muscles of the back that resulted caused postural imbalance that
resulted in formation of myofascial trigger points and development specific pain syndrome.
Stabilometry and coordination tests results showed the predominance of proprioceptive body
balance control over the visual one.

Key words: hemihypoplasia, postural balance, stabilometry, coordination, spinal col-

umn deformity.

o 12% Bceit opToneanyecKon naTojgorun i dosee
MIOJIOBMHBI BCEX [IOPOKOB PasBUTHUA 3aHMMaeT Hepa-
BEHCTBO JJIMHBI HIGKHNUX KoHeuHocteit [1, 2]. OxHoit
113 NPUYMH JAHHOM MaTOJIOTMIN ABJAETCA TeMUTUIIO-
1a3Ud — BPOXKJEHHAs acUMMeTpUd [I0JIOBMUH TeJla,
ABJIAIIIAACA Pe3yJbTaToOM AM35MOpIoreHesa.

JrarHocTuka reMUrnIIONIa3uu OCHOBaHa Ha aHT-
POIIOMETPUYECKNX M3MEPEHUAX U PeHTIeHOoJordec-
KUX JAaHHBIX, MMOATBEPIKIAIONIX HaJM4le yKopode-
HIA OHOV KOHEYHOCTM II0 CeTMeHTaM (Jallle B paB-
HOJi CTelleHu), yMeHbllleHye o0’beMa MATKUX TKaHelH,
paBHOMEDHOE yMeHbllleHyue kucTeil n crom. Ilanmen-
TBI C TeMUTUITIONJIa3Mel MMeIT IPaBUIbHOE TeJIOCTI0-
JKeHMe, HO [IpY CpaBHEHMM MapPHbIX CeIMEeHTOB y HUX
BBIABJIAETCS acuMMeTpud [3].

Ilybnukaunu, mocBAIeHHBIE 3TOMY COCTOSHMUIO,
eIVHNYHBI [2—4] 1 B OCHOBHOM NpPEeACTaBJAIT JaH-
Hble U3yUYeHNUs re MUTUIIONJIa3UM ¥ JeTell U MOAPOoCT-
x0B. OIHAKO HeMaJIo MallMeHTOB C TeMUTUIONIa3nell
obpaljaercs k opromeny yske Oyoydm BO B3POCJIOM
coctoguum. Kak nmpaBuiio, OHM UMeIOT He3HaYUTeJIbHO
BBIPAYKEeHHbIE MPU3HAKN OTHOCTOPOHHE aCMMeTPpUM
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1 MaJIyK Pa3HOBBICOKOCTH HOT (0T 1 no 3 cm). Beuny
OTCYTCTBUS OPTONIEANYECKOY KOPPEKUNIM YKOPOIEHU A
HVKHEI KOHEYHOCTY Y MallIEHTOB (POPMUPYIOTCH BTO-
pUYHbIE M3MEHEeHNA: (MDMKCHPOBAHHBIN HAKJIOH Ta3a,
aCUMMETPUYHBI JedeKT OCAaHKM BO (PPOHTAJBLHOI
[JIOCKOCTY, CKOJIMO3, AeopMUPYIOLINE TOPCOIaTUNL.
B cBo10 0uepesb HapyIIeHns ocaHKkM Ha POHE pas3HO-
BBICOKOCTI) HOT BeNyT K PasBUTUIO IIOCTYPaJbHOTO
MBIIIeYHO-TOHMYeCKoro aucbasanca [3].

Pabot, noceALeHHBIX IOCTYPabHBIM HaPYIIeHV-
AM NPY YKOPOYEHMM HMIKHEN KOHEYHOCTM, HEeMHOTO
[5—7]. Ilpudem aBTOPEI IPUBOAAT Pe3yIbTATEI NCCIIEe-
JIOBaHNIA, TIOJIyYE€HHbIE B CMEIIaHHbIX TPYIINaxX aly-
€HTOB C BPOXKIEHHBIMI 1 IPMOOPETEeHHBIMY YKOPOIe-
HUAMM, He3aBUCUMO OT UX 3TUOJIOTUN.

[ocrypasibHble MBIIIEYHO-AVMCTOHMYECKNE HapPy-
HIeHNA HEOOXOIMMO PacCMaTPUBATHL HEPAa3PBLIBHO C
COCTOSTHMEM KOHJMLVOHHBIX ¥ KOOPAMHALVIOHHBIX JBU-
raTeJIbHBIX criocobHOCTel nanmenTos. OqHAaKO cBege-
HIA O ITOCTYPaJIbHBIX HAPYLIEHNUSAX C OLIeHKOI ABUTa-
TeJIbHBEIX CIIOCOOHOCTE} MAalMeHTOB C TeMUTUIIOIIA-
31eil B JIOCTYIIHOI HaM JUTePaType He BCTPETUIINCE.
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ITespr0 HACTOALIETO MCCJIEJIOBAHNMA CTajla OLleHKa
IokasaTeJiell JBUraTeJIbHBIX CIIOCOOHOCTEN U ITOCTy-
paJbHOTO cTaryca y HNalMeHTOB ¢ MeMUTUIIONJa3uein
BO B3POCJIOM BO3pacTe, YTO OIpeaesnso Hadbop auar-
HOCTUYECKNIX MEPONPUATUI, PEKOMEHIYEeMbIX AJIs 00-
cJIeOBaHMA NALMEHTOB ¢ e MUTUIIOIIA3eN.

NAIIMEHTDbBI 1 METO/IbI

B nccnenoBannm npuaAam yyactme 117 naumeH-
TOB C TeMUTUITIOILIa3uen (65 KeHIMH U 52 My »KUNHBI)
B Bo3pacTe oT 16 no 43 net (cpensuit Bo3pact 21+0,7
roza), odpaTUBIIMXCA BO B3POCJIYIO INOJIUKJINHUKY
IVTO um. H.H. ITpuoposa B nepuox ¢ 2008 o 2013 r.
ITanmeHTHI ¢ JIEBOCTOPOHHEN re MUTMIIOIIa31ell cocTa-
By 61%, ¢ npaBoctopouHeit — 39%.

[Ipu nepBuaHOM 0OCJI€ TOBAHNN NIPUMEHAJN OIIPOC,
cO0op cemMelHOTO aHaMHe3a, OPTOoIeqMYeCKUl 0CMOTD,
MeTOJT AaHTPOIIOMEeTPUYEeCKNX M3MepPeHUl, peHTTeHO-
rpaduio HMMKHUX KOHEYHOCTell Ha CeTKe U IPyIoIlo-
FACHUYHOTO OTJieJa T03BOHOYHMKA.

Y DoJBpILIMHCTBA HaLMeHTOB e MUTUIIOIIa3ust ObLIa
BbISIBJIEHA BIIEPBBIE, VI OHY He KOMIIEHCHPOBAJIM YKO-
poUueHMe HIMKHE KOHEYHOCTM OPTOIlenndeckoln oby-
Bbi0. Tosbko 11 YesioBEeK IoOceLiasy CIIOPT3aJibl, 0C-
TaJIbHbIE MAIMEeHThbl CIIOPTOM He 3aHuMaJsnch. Ha Ha-
Jrare ceMenHOTo aHaMHe3a Te MUTUIIONIa3uM yKasa-
au 17 (14%) maumeHToB.

Jnsa oneHkyu 00JE€BOro CUMHIAPOMa MCIIOJb30Ban
YeTBIPEXCOCTABHYIO BI3YyaJbHO-aHAJIOTOBYIO LIKAJY
(BAIII) 1 pycucnimpoBaHHbI OIIPOCHMUK O XapaKTe-
pe 6o Mak-Tuana (Melzack R., 1975) B mogudnxa-
uun B.B. Kysbmenko, B.A. ©oxkuna, 3.P. Martuc un
coaBT. (1986) [8].

Ilockosbky B peryaaunm CcTabMJIbHOCTM BEPTU-
KaJIbHO OCU TeJjla BaYKHYIO POJIb MIPAXOT MbILIIIHI
rnepeaHen OPIOMIHON CTEHKM U IapaBepTeOdpaJibHbIe
MBIIIIIIBI, TPUMEHAIN CeEPUI0 (PYHKUMOHAJIBHBIX TEC-
TOB OLIEHKM KOHIMIIMOHHBIX CIIocoOHOCTel, pa3dpabo-
ranuyio M.A. Epemymkuabmv [9]. OHa mossBoJsmia
OLIEHUTDH MIapaMeTpPbl CUJbI, BBIHOCJAUBOCTU K CTATM-
YeCcKOV U OUMHAMMYEeCKON Harpy3Ke MbIIII] YKMBOTA U
CIIMHBI, a TaKyKe [IoKal3aTeJsM CTaTUYeCKON M OuHa-
MUYECKOM KoopauHaumu ABvskeHUi. Cuily MbIIIL
oLleHMBaJIM 0 6-0aJsIbHOM cucTeMe (10 MeTOAMKe
B. Arpa). Ilpn BBIMOJHEHNN TeCTa Ha CTATUYECKYIO
BBIHOCJIMBOCTH BO3PACTHOV HOPMATHUB JJIsI MBILLILL K1~
BoTa cocTtaBisgeT 60—70 ¢, guass mblmi cuuabl — 90—
150 ¢, Ha OMHAMMYECKYIO0 BBIHOCJIMBOCTbL KaK [IJIA
MEIIIL $KMBOTA, TaK M MBIIIII CIIMHBI — He MeHee 40
pa3 B 1 muH [9].

CriocobHOCTE K CTATUYECKOMY PaBHOBECHIO OLIeHVI~
BaJIM C IIOMOIIBIO TecTa «CTOMKa Ha OJHOW Hore» (II0
metonuke E. d. Bougapesckoro). IIpoby nposoaninu B

IBYX BapMaHTax: C 3aKPbITBIMM M OTKPBITBIMM IJIa3a-
M1, depenysi onopHyio Hory [10]. Pusnosornueckas
HOpMa JJIs1 BO3PACTHOM rpymniel oT 16 no 44 ser nipn
BBITIOJIHEHNM TECTa C 3aKPBITBIMU IJIa3aMU COCTaBJIA-
eT He meHee 20 ¢, ¢ oTKpbITEIMU — He MeHee 50 ¢ [9].

C 11eJ1b10 OLIEHKU AVHAMMNYIECKOr0 paBHOBECHA IIPU-
MEHSAJM TecT X0nbObl Ha MecTe Pykymgpl — YHTEp-
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Oeprepa [11]. TecroBoe nBmyKenne — xonbba Ha mMec-
Te, nojunmas Gesxpa Ha yroa 45°. HopmasbHbli putm
cocraBisgeT 72—84 mara B 1 MmuH. B HOpMe ncnwiTye-
MBI TTocste 50 HIaroB IOBOPaYMBaeTCs BOKPYT CBOEN
ocu MmaxkcumyMm Ha 20—30°. STOT yroJ ABJISIETCA OCHOB-
HBIM TapaMeTPOM, OIPeesIAIIMM TOHUIECKY IO acyM-
METPUIO KMHEeMAaTUIeCKIX MbIIIIeYHBIX IIeIIei.

Y 30 nmanmMeHTOB ¢ TeMUTUIIOTIa3nein Jjd o0beK-
TUBU3ALMN PE3YIJIBTATOB (DYHKIMOHAJIBHOIO TECTUPO-
BaHIs KOOPAVHAIVMOHHBIX CIIOCOOHOCTE B yCJIOBUAX
saboparopun onomexanuky HVITO um. H.H. TIpuopo-
Ba IpOBejeHa CTabMIOMeTpus Ha allapaTHO-ITPO-
rpammuoM kKomiuiexce MBH-Crabumomerpna (HMP
MBH, Mockga). VccaenoBaHne OCyIIeCTBIIANN B CIIe-
UMaJLHOM MOMeIeHUM JI0OCTaTOYHOM MJIoIa M B Ipu-
cyrcrBum Bpada. IlanmenTa nomenanm Ha miaatdgop-
My OOCUKOM B IBYX IO3ULMAX: €BPOIEICKON (MATKA
BMeCTe, HOCKM pasBeJleHsl 1oJ yryiom B 30°) u amepu-
KaHCKOI1 (CTOITBI HOT MapaJiiesnbHbl). HopmaTussl ms
€BpPOIIEIICKOTO BapMaHTa SABJIAIOTCA HA CeroqHALIHN
nenb Hanbosee pa3pabOTaHHBIMM, a YCTaHOBKA CTOI
[0 aMepPUKaHCKOMY BapuaHTy cumMTaeTcs Gojee 4yB-
CTBUTEJIbHOM K Pa3JIMYHOTO PoJa CYOKJIMHUYECKON!
natosorny. IIpoexinio obIiero IeHTpa aBJeHNUA
(OIL1J1) Ha IJIOCKOCTD OIOPBI M eT0 KoJebaHus permucrt-
pupoBasu B TedeHne 51 ¢ B IMOJIOSKEHUM C OTKPBITBIMU
U 3aKPBITBIMMY IJIa3aMI.

CraTtucTideckyio o0paboTKy pe3yIbTaTOB BbIIOJI-
HAJM C JCIIOJb30BaHMEM IIporpaMMmel Statistica 6.0
(«StatSoft Inc.», CIIA). VI3 4ncyIOBBIX XapaKTepuc-
TUK BBIDOPOK ONpesiesIANN CpefHee U cpenHee apud-
MeTngeckoe. s OLeHKM 3HAYMMOCTY Pas3JIMdinii 1mo-
kazareJieil npuMmeHaan kpurtepuit Crbiogenta (t),
IOCTOBEPHBIMM cumTasam pasmmuauda npu p<0,05. Ilpu
M3YyYEeHUNM 3aBUCUMOCTM MEXKIY CJIy4YalHbIMU BeJM-
YMHAMU ONpenesdanan Ko3PEUIMEHT KOoppessaiun
ITupcona (7).

PE3YJIbTATBI

Bce manyeHTs! npenbABIANM KaJI00bI HA TTEPUO-
nudeckye 00JIM B MOACHMYHOM U TPYAHOM OTJeJie 110-
3BOHOYHMKA, KOTOPbIE NIPOBOIMPOBAJINCEH NJINUTETbHBIM
CTAaTUYECKMM HalpsAMKeHMeM, BbIHYMKJIEHHOU 0301,
HeaJgeKBaTHOW (PU3MUECKOl Harpy3Koii, CTPeCcCcoM UJn
nepeoxJjaxkaenueM. Ha moment obcaenoBanus 40%
namyeHToB 00JIeBOY cMHAPOM Oecriokous ot 1 roga mo
3 qet, 42% — ot 3 mo 5 jmet u 18% — Oosee 5 jer.
Cpenuuii 6asn o BAIII cocraBua 14+0,18 (13 40 Bo3-
mosxHBIX). [Io nanabiM onpocHuka Mak-I'nina nanu-
€HTBI BbIIEJANN CJeAyol/ie OCHOBHbIE XapaKTepuc-
Tuky 60 Hotowas (32% obcsiefOBaHHDBIX), TAHYIAA
(23%), nomsamas (6%), pacimparoas (6%), cTpessio-
iast npu asmekennn (5%). Y 60JbIIMHCTEBA TAI[MeHTOR
HoJint BriepBBIe IOABMIINCEH B BO3pacTe rocJe 18 et n
TosbKO ¥ 13% Gosb nebroTuposajia paHbille — B BO3-
pacre 11-17 ser. V 4% nauuentoB 00Jib BO3HUKJIA
BIepBble, a 96% NalMeHTOB yyKe UCIBIThIBAM 601 B
TeYeHVe KUBHIL

Ilo naHHEBIM KJIMHMKO-PEHTIEHOJIOIMYeCcKoro obeie-
IOBaHUA BCe MALMEHThl UMEJIM Te MJM UHbIE HaTOJIO-
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rigeckye gedopManuy No3BOHOIHOro crosba: 35 (30%)
— aCHMMMETPUYHBIA JeeKT 0caHKy BO PPOHTAILHOI
miockocT, 50 (43%) — crosmos I crenenn, 32 (27%)
— crosnos IT crenenn. Y 79 (67%) orMedeHb! HaUaTb-
Hble ABJICHNA PACIPOCTPaHeHHOTO OCTEOXOHPO3a 10~
3BOHOYHIKA.

IIpn nanpnanmy B napasepTedpPabHbIX MbIIIAX
1 MBIIIIAX I1JIeYeBOTO I0SCa OIIPEeNeJIANN aKTVBHbIE
1 JIaTeHTHble MMOQaclMaJbHbIe TPUTTEPHBIE TOYKIL
JIx 0c0BeHHOCTBIO OBLIIO OTCYTCTBYE NPPaAUNPYIOIIet
OoJsn: Ipy HaAaBAMBaHMY OOJIb OTPAHNYMBAJIACE TIPe-
JlesiaMy IaJIbIIMpyeMon obracTu.

ITo peayJsbTaTaM TECTOBOTO MPOMMIIA OLEHKN KOH-
JVIMOHHBIX CIIOCODHOCTEN C1JI1a MBIIIL] CIIMHBI COCTA -
Busia B cpenaeM 3,8+0,01 OaJjuta, MbIIIL sKUBOTA —
3,4%0,17 Gasa. BelHOCIMBOCTD K CTaTMYECKO} Ha-
rpy3Ke MbIIIL CIIMHEI 1 YKMBOTA OblIa HUKE BO3PACT-
HOJ HOPMBI M COCTaBUJIa JJIA MBI criHbl 67+4,09 c,
JLJIs MBI KMUBOTa 34,6265 c. IuHammuyeckas Bbl-
HOCJMBOCTB JJIs MBI COMHBI Oblma 34*1,71, nna
MBI )KMBOTa — 29+1,45 pas3 B 1 MuH, 94TO TakxKe He
COOTBETCTBOBAJIO BO3PACTHOM HOPME.

PesysbraTel TecTa Ha CTAaTUYECKOE PaBHOBECHE C
3aKPBITBIMM IJIa3aMU COOTBETCTBOBAJIM BO3PACTHOM
Hopme (22=*1,6 c). IIpu BeImosHEHNM TTPOOBI C OTKPbI-
TBIMM I'JIa3aMM MalMeHThl MOIVIM YAEPYKUBATb PaBHO-
Beclie HaMHOTI'O MeHbllle, YeM IIpelyCMaTpUBaeT yCTa-
HOBJIEHHBIJ BO3PpacTHOM HOpMaTuB (23+1,48 c).

IIpn nposenenun tecra Pyrynsr — Yurepbepre-
pa yroa noBopora 30° u Gosiee ormeuen y 70 (59,8%)
[IaleHToB. Bce manyeHTbI, KOTOpbIE MOBEPHYJINCH
bosee wem nHa 30°, MMeJM JIEBOCTOPOHHIOK TEMUTV-

MOIJIA3MI0, YTO CBUAETEJBbCTBYeT O HAJUYMM y HUX
OoJsiee BbIpasKeHHBIX HapyLIeHUI (PYHKIMM OMHAMN-
YeCKOT0 paBHOBeCUsA 110 CPaBHEHMIO C IALMEeHTaMM C
[IPaBOCTOPOHHEN JIOKaJIM3alMel UI3MeHeHUIL. OTO 1101~
TBepyKJaeT LaHHbIe JUTePaTypbl O TOM, YTO Yy MHali-
€HTOB C IIPAaBOCTOPOHHUM YKOPOYeHMEeM HUMKHEN KO-
HEYHOCTM IIPUCIIOCOOUTENBHBIE OTBEThI OMIOPHO-IBM-
raTeJIbHOM CUCTEMBI K KOMITEHCAUMM YKOPOYEHM JIyd-
e [12].

Cropona MoBOpOTa NPY BBIIIOJHEHMM TeCcTa He 3a-
BlJICEJIa OT CTOPOHBI yKOpodeHNA. TakK, cpean naumueH-
TOB C JIEBOCTOPOHHEV reMmurunoniasuen 54,8% mosep-
HyJCh BITpaBo, 19% — Baeso, 26,2% ocTaaucs B 1IeH-
Tpe; ¢ MPaBOCTOPOHHEN reMurunorasuein — 16, 16 u
68% coorBercTBeHHO. BesuyHa yria ImoBOpOTa TaK-
sKe He KoppeJMpoBaJa ¢ BeJIMYMHON YKOPOUeHMA HUsK -
Helt koHeyHnocTu (r=0,115).

ITo pesysbTaTam NpoBeieHHOro cTaburomerpryec-
KOro uccjenoBanusA (cM. Tabanily) y Bcex maumeHTOB
3Ha4YeHMe CpelHeKBaApaTUYIHOro OTKJOHeHusa OIIJT
NpeBbIIaJIo HOPMY BO (DPOHTAJIBHOM U CaruTTaJbHOM
IIJIOCKOCTY IIPY OTKPBITBIX M 3aKPBITBIX IJIa3aX B €B-
POTIeJICKOJ CTOMKe, M B CAarnTTaJIbHOM TIJIOCKOCTU B
aMEepPMKAHCKOM CTOVKe. OTO paclleHeHO KaK IPU3HAK
HaIIpAYKeHUA CUCTeMbl KOHTPOoJIA basaHca. Takske Ha
yXyZLIeHue MapaMeTpOB YCTONYMBOCTU YKa3bIBAJIO
yBeJMYeHMue JIMHBI M IIJIOMaAM CTaOuIorpaMMbl C
OTKPBITBIMM IVIa3aMU. B eBpoIeiickoM BapuaHTe I1JI0-
mab cTabuIorpaMMBbl TPV OTKPBITHIX [J1a3aX MTPeBbI-
1iaja HOpMaJibHOe 3HadeHMe B D pas, B aMepuKaHC-
koM — B 1,6 pasa. IIpnu 3akpbITBIX IIa3ax OJAMHA U
MJI0IaAb CTabuaorpaMme! OBLIM B IIpefesax HOPMLI

PesynbTaTbl CTabUIOMETPUN B €BPOMNEUCKON Y aMepuKkaHCKON Mo3uLmm

OTKpBITHIE I1a3a

3aKpBITHIE IJI1a3a

IToxasartens

HOpMa obcienoBaHHbIE HOpMa obcsrienoBaHHBIE

EBponerickas mosunmsa

X, MM or —9,6 mo 11,7 5,4+1,34 or —10,5 no 11,1 8,51+1,06

Y, mm ot —57 o —15 —32,15+0,78 ot —51,4 no —3,6 —28,98+1,11

X, MM 5,4 15,08=0,46 5,4 11,84+0,75

Yy, MM 14,1 20,73+1,24 12,2 14,32=+0,92

L, mm 243,3—586,4 954,64+46,9 346,2—880,1 854,92+50,54

S, Mmm> 16,8—182,2 966,29+73,61 26,7-544.,6 576,44+63,56

V,mMm/c 3,4—17,7 17,38+1,23 4,8—18,2 18,1+1,13

R 112—677 55+2,8 - -
AMepuKaHCKaA IO3UIA

F, mm oT —5 10 5 =3,07%0,62 oT =5 1o 5 —4,48%+0,3

S, MM ot 45 110 55 28,9+2,71 ot 45 1o 55 24,51+2,93

f, MM 5-10 7,34=0,23 5—10 4,58=+0,38

S, MM 5-10 21,48=0,63 5—10 13,69=+0,34

L, mm 284,3—586,4 901,71+56,1 346,2—880,1 990,48+57,03

S, mm? 78,54—314,16 495,79+20,55 78,54—314,16 205,94+20,79

V,Mm/c 3,4—17.7 15,74+0,85 4,8-18,2 15,85=+0,98

R 112—-677 38,7%£2,43 - -
HOpumeuanne. X, F — OII Bo cdponTanproii miockoctyr; Y, S — OIJl B carnTTa bHOM IIOCKOCTH; X, f — cpenHexkBaapaTudHOoe
orksoHenne OIIJl Bo (ppOHTAJIBHONM IIIOCKOCTH, Yy, S — CpeaHexkBajpaTndHoe oTkJoHeHMe OI[Jl B caruTTasbHON IJIOCKOCTM;
L — obmaa nimHa cTaTOKMHE3VOrpaMMbl; S — 00las MIomalb CTaTOKIMHe3MOTpaMMbl; V. — 00IIasd CKOPOCTh ABMKEHNA MPOEKIINI

O, R — xoadpdpuument Pombepra.
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VIV VIMEJIN HeCyllleCTBeHHbIe OTKJIOHeHus. [loryden-
Hble JJaHHBbIe CBMJETEeJbCTBOBAJM O IpeobJsalaHnu
[IPOIIPMOLIEIITUBHONM CUCTEMbI B KOHTpOJIe DaJiaHca.
I[Tpn sToM Bu3yasbHAA MHEAOPMAIMA HE TOJBKO HE
JICTIOJIB30BAJIACh JIJIA YIIyUIIeHNA [TOCTYPaJILHOTO KOH-
TPOJIA, HO M MellaJia eMy. OTOT BbIBOJ IO TBEPIKIAA I~
CA TaKsKe 3HadeHMeM Koa(uumenrta Pombepra, ko-
TOPBIN y BCceX 00cjeJOBAHHBIX ObLJ HIKE HOPMBbI (Me-
Hee 100) kak B eBpoOIIeliCKOll, TaK ¥ B aMePUKAHCKON
cTOlKe (cM. TabauIy).

OnHNUM 13 BO3BMOYKHBIX 00'BbACHEHNIT BBIABJIEHHOTO
deromena moykeT OBITH caenyroiiee. PopMupoBaHyEe
MOTOPHBIX aBTOMATNU3MOB IIPOUCXOAUT B PAHHEM JeT-
CKOM BO3pacTe I10JI KOHTPOJIEM 3PUTEJIBHOTO aHaJM-
3aTopa. B aToT nepnos pasHMNA JIVHBI HUPKHNUX KO-
HEYHOCTelN ellle He3HaudyuTeJbHa. ¥YBeJundeHue H>TON
Pa3HNIBI IPUXOAUTCA HA OoJiee IO3JHME I1ePUOJIbI
IeTCKOTO M IMOJPOCTKOBOIO BO3pacTa, Kak IIPaBUJIO,
CBf3AHHbIE C MHTEHCUBHBIM POCTOM OpraHmama. Ta-
KIM 00pasoM, cucreMa 3pUTeJIbHOI0 KOHTPOJIA DasTaH-
ca, cpopMmupoBaHHAA paHee U OPMEHTMpPOBaHHAs Ha
OIVMHAKOBYIO JUIMHY HMIKHNX KOHEYHOCTEN, BO B3POC-
JIOM BO3pacTe y MalMeHTOB ¢ TeMUTUIIONJa31ell Ipun-
BOOMT K JucOajiaHCy HOCTYpPaJbHON YCTONYMBOCTHA.
OTuM 1 obycJjoBJiera OoJiblIad IJIOLIAAb JeBUallNii
crabuyiorpaMMbl IPU HAJAMYUM 3PUTEJIBHON MHQOP-
Malum (C OTKPBITBIMU TJIa3aMI).

O0mmit uentp nmaBnenusa y 24 (80%) manmeHTOB
CMeIlaJICsA B CTOPOHY YKOPOUYEeHHOM KoHewHOCTH. Kop-
PeAIMOHHOM 3aBUCUIMOCTY MEMKY BeJIMYMHON yKO-
pPOYeHNA 1 MJIOIAAbI0 CTabdMIorpaMMbl HE BbISABJIEHO
(r=0,1).

Mesxny nmapamMmeTpoM cTadMJIOrpaMMBbl «I1JIOLIALb»
B €BPOIIENCKOIl MO3UIMI ¥ BPeMEeHeM CTaTUYIeCKONI
YCTOIUMBOCTY TeCTa Ha KOOPIMHALMOHHBIE CII0CO0-
HOCTH Oblla BbIABJIEHA OOpaTHaAdA KOPPeJALMOHHAas
cBA3b. [Ipy OTKPHITHIX ry1a3dax KO3 PULIMEHT Koppe-
aauuu coctasus —0,93 (t=14), npu 3aKpPBITBIX — —
0,91 (t=25,8).

3akJjoueHne. Bapocible MalMeHTbl C TeMUTUIIO-
Iasueil, Kak MpaBujo, UMEIOT cJ1a00 BbIpakeHHbIe
KJIMHUYEeCKIe MTPU3HAKM acUMMeTPnu ¥ HeOOoJIbIIyI0
(1—3 cM) pa3HOBBICOKOCTH HOT, 13-3a 4ero Bpadvu I10-
JUKJVHNYECKOTO 3BeHa 4YacTO He 3aMedaloT JaHHYI0
naToJsoruio. Meskay TeM naske MaJiasd pagdHula B I~
He HVDKHMX KOHEeYHOCTeN CIIocOOHa IPUBECTH K CTOM-
KUM ZedopManusaM II03BOHOYHOTO CTON0a 1 ABUTHCA
IPUYMHON pasBUTUA NePOPMUPYIOIINX JOPCOIaTHIA.
Bripaskennas mbimeuyHas ¢aaboCcTb, OTpaskeHneM KO-
TOPOII ABJIAETCS HECOOTBETCTBME BO3PACTHONM HOpPME
IOKa3aTeJeil IBUraTeJIbHbIX CIIOCOOHOCTEN, IPUBOINT
K IIOCTypaJjJbHOMY aucbaJsaHCy, KOTOPBIN B CBOIO O4e-
penb obycJsoBauBaeT obpasoBaHye M1OQacuaabHbIX
TPUTTEPHBIX TOYEK B MBIIIAX ¥ ABJIAETCA NPUINHON
pas3BuTHA crenuduueckoro 00JIeBOro CMHAPOMA.

O1eHKa KOHOUIIMOHHBIX ¥ KOOPAMHAIVIOHHBIX IBJ-
raTeJIbHbIX CIIOCOOHOCTEN TP IIOMOLLY MCIIOJIb3YeMOM
HaMI cepuy (PYHKIVOHAJBHBIX TE€CTOB LAeT IOJIHYIO
KJIVMHNYECKYI0 KapTUHY (DYHKLMOHAJIbHBIX HapyIle-
HUJ OPpM TeMUTUIIONJIa3ny M IIOATBEPIKIaeTCsa JaH-
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HBIMM PaCIIMPEHHOr0 CTabUIIOMeTPUIEeCKOTO MCCIIe10-
BaHMS.

[TosiyueHHbIe JAHHBIE MTO3BOJIAIOT TOBOPUTH O TOM,
YTO JieueOHbIe MEpPOIPUATUA Y MaIIeHTOB C TeMUIY-
ronJasueil B 0653aTeJIbHOM IOPALKe HOJIMKHBI BKJIIO-
yaTh METOJMKM I10 COBEPLICHCTBOBAHMUIO ABUTATEJb-
HBIX CIIOCODHOCTEN M KOPPEKLMM IIOCTYPAJbHBIX Ha-
pyLIEHWIA, @ He TOJBKO IpecseloBaTh Ijeb KOMIIeHca-
UM MMEIOIIET0CA YKOPOUEHNs HUMKHEN KOHEUHOCTI.
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BHUMAHHIO ABTOPOB!

Ilpu HampaBJeHMM CTaTeil B peJakIMio IpocuM obpamaTb ocoboe BHMMaHMe Ha IIPaBUJIbHOCTD
IpejcTaBJeHNA MaTepuaa.

Bce TepMuHBI U onpesesieHnsa JOKHBI ObITh HAyIHO JOCTOBEPHBI, MX HalMcauue (KaKk pyccKoe, Tak U
JIATMHCKOE) JIOJIPKHO COOTBETCTBOBATL « DHLMKJIOMEANIECKOMY CJI0BAPI MEIVUIVHCKUX TEPMMHOB» (B 3-X
Tomax, rnoj pen. akan. B.B. IleTposckoro).

JlekapCTBEHHbIE MIPerapaThl LOJYKHBI ObITH NMPUBEIEHBl TOJBKO B MEKAYyHapPOJHbIX HEllaTeHTOBAaH-
HBIX Ha3BaHMAX, KOTOpbIe YIIOTPeOJATCs IepBbIMI, 3aTEM B CIydae HeoOXOAMMOCTY IPMBOAUTCH He-
CKOJIKO TOPTOBBIX Ha3BaHMII IpenaparToB, 3aPerCcTPUPOBAaHHEIX B Poccun (B cOOTBeTCTBUM € MH(MOPMa-
LMOHHO-TIONCKOBOI cuctemoir «Kaudap-Tocpeectp» [['ocynapcTBeHHBIN peecTp JIeKapCTBEHHBIX
cpencrts]).

HemarenbpHo, uToObl HamucaHue (PEPMEHTOB COOTBETCTBOBaNo craHmapTy Enzyme Classification,
Ha3BaHMA HacJelyeMbIX MJIM CeMeNHbIX 3ab0JieBaHMiI—MeXIyHapooHON KJaccuduranuy Hacjenye-
MBIX cocTosEMi y yesnoseka (Mendelian Inheritance in Men [http://ncbinlm.nih.gov/Omim]).

HasBaHusa MUKDPOOPTAHU3MOB IOJIKHBI ObITH BBIBEDEHBEI B COOTBETCTBUM C «DHIMKJIONEINYIECKUM
cJ0oBapeM MeIUIMHCKMX TEPMMHOB» (B 3 ToMmax, moj pen. akai. bB.B. Ilerposckoro) mam mo mM3naHmio
«MepumHckasa mukpobuosorusa» (roxn pen. BIL IToxposckoro).

Hanucanne ®.J1.0. aBTOpPOB, YIOMMHAEMBIX B TEKCTe, JOJKHO COOTBETCTBOBATH CIUCKY JIMTEPATYPEL

IToMMMO OOILIENPUHATHIX COKPAIeHNII eVHNI M3MePeHNs, (PU3NIECKUX, XUMUIECKUX U MaTeMaTy-
Yeckux BesaudymH U TepmuHoB (Hanpumep, JHK), nomyckarorca abfpeBuaTypbl CI0BOCOYETaHNI, YACTO
MOBTOPAIIIUXCA B TEKCTe. Bee BBOAMMbIE aBTOPOM OyKBeHHbIE 0003Ha4YeHMA 1 ab0peBnaTypbl [OJIPKHEI
ObITh paciMpPOBaHbl B TEKCTe IPU MX MePBOM yTnoMmyHaHuy. He JOIMyCKaTCs COKPallleHNus IIPOCTBIX
CJIOB, JasKe eCJM OHM 9acCTO IOBTOPAKTCA.

Jl03bI JIeKapPCTBEHHBIX CPEZICTB, eVHNALBI M3MEePEeHNs ¥ APYTHe YVCIeHHbIE BeJINYMHbI TOJKHBL ObITH
ykasanbl B cucreme CIL





