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AHHOTAUMS

Bonpocsl paHHel aMarHocTMkM M NpodUNaKTUKM BLIXOAAT HO Nepefosbie pybexu B KNMHWYeckoW ambynaTopHOM NPakTHUke M
MMEIOT He TONbKO BoNbLIOe MeAULIMHCKOE, HO M COLMANBHO-IKOHOMMYECKOE 3Ha4eHHWe. [1pensTcTBUeM K CBOEBPEMEHHOMY BbISIBIEHMIO
Mykononucaxapugo3sa (MIC) sensioTcs: peakocTb HO30M0MMM, OTCYTCTBUE NOTOFHOMOHMYHBIX MPU3HAKOB, NPOrPECCUPYOLWMI KiK-
HMYECKMI NATOMOPdO3 C BBICOKOM KIIMHUYECKOM BAPMABenbHOCTbI0, HEROCTATOYHAS OCBEOMIEHHOCTb O peaknx opdaHHsIx Gones-
HSIX Y LUIMPOKOM MeanumMHcKon obwecteeHHocTH. Llensio nccnepgosanms 6bino co3aaHme naHenM KNMHUYECKMX CUMNTOMOB, NOBbILICIO-
wmx eeisensemocts MIMC Ha paHHux cpokax MaHudecTaumm sabonesanuns. 30041 UCCNE[OBAHMS: NPOBECTH AHANMU3 ClyX6 nepBuy-
Horo seiseneHns MIC, Bospacta M cpokoe yCTGHOBNEHUS AMArHO3Q; CUCTEMATU3MPOBATL HAPYLIEHWUS MO BO3PACTY M KIMHMUYECKOM
CUMTOMOTHKE, O TAKXE BbIAENUTb OpTONneanyeckMe Mapkepsl pasnu4nbix Tunos MIC e asontouuonHoM acnekte. Hamu paspabotana
M anpobuposaHa B ycnosuax [leTckoro MeaMLMHCKOrO LLeHTPA AMArHOCTMYecKas naHens ans panHero sbissneHus MIC. OcHosHoi
KNUHMYecKMiA cnekTp cumntoMos MIC, Bkntoyas HecneuudryHbIE HO HOYAMbHBIX 3TAMAX, C MOMOLLbIO KOTOPLIX CeAyeT PACLLMPUTL
QArOPUTM AUArHOCTUKM M MOXHO 3AMOA03PUTL MyKOMONUCAXAPUAO3, NPEACTABNEH B AUArHOCTUYECKON NAHEN!.

KnioueBsble cnoBa: mykononucaxapuaos, MINC, opdbanHoe sabonesanue, an3octos, paHnss guarboctuka MIC.

Abstract

The severity of the problem of the rare orphan pathology of mucopolysaccharidosis (MPS) is related, first of all, to the expansion
of the possibilities of effective treatment methods. Issues of early diagnosis and prevention becomes of utmost importance in clinical
outpatient practice and are not only of great medical and socio-economic significance. Obstacles to timely detection of MPS include
rarity of the disorder, lack of pathognomonic signs, progressive clinical pathomorphism with high clinical variability, lack of awareness
of rare orphan diseases in the broader medical community. The study goal was to create a panel of clinical symptoms that increase the
detection of MPS in the early stages of disease manifestation. The study objectives were to analyze the services for primary diagnosis
of MPS, age and timing of diagnosis; and systematize manifestations by age and clinical symptoms, as well as identify orthopedic
markers of various types of MPS in the evolutionary aspect. We have developed and tested a diagnostic panel for the early detection
of MPS in the Children's Medical Center settings. The main clinical spectrum of MPS symptoms, including non-specific ones in the initial
stages, which may be used to expand the diagnostic algorithm and suspect mucopolysaccharidosis in the diagnostic panel.

Key words: mucopolysaccharidosis, MPS, orphan disease, dysostosis, early diagnosis of MPS.
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AKTyaJlbHOCTb TPO0JieMbl opdaHHBIX 00Jie3HENR
B Hallleli CTpaHe BO3pocia B CBSI3U ¢ OYpHBIM pas-
BUTHEM HOBBIX METOAOB JIEUEHUS HA paHHUX CPOKaxX
3abosieBaHusi. OpdaHHble 3a00JeBaHUSI — penKue
3a00J1eBaHU, 3aTparMBamplide HEOOJIbUIYI0 4acTh
MOTTYJISIIIUM, KOTOPBhIC BCTPEUAIOTCS C OTPEACTICH-
HOI 4acTOTOI, XM3HEYrpoXKaloliue Uil XpoHUYe-
cKue nporpeccupylouiue 3adoJjieBaHus, 0e3 Jieue-
HUSI OIPUBOISIIME K CMEPTU U MHBAIUAU3ALIMM T1a-
nuueHTa. He cyliecTByeT eIMHOIO, IMPOKO MpUME-
HSIEMOTO OMpeAeeHus] penkux 3a0oJieBaHUil, TMO-

por OTHECeHUS MaToJdoruu K opdaHHOU OoJie3HU
IMMPOKO BapbUpyeT MO pa3HBIM CTpaHaM U KOJe-
6aHus coctapasaioT ot 11 500 no 12 500 HaceneHus
ctpanbl [1]. Mykononucaxapuno3z (MITC) — op-
daHHOEe, noJuMopdHOe, HENIPEPbIBHO MPOTrPeCcCUu-
pyroiiee 3a0ojieBaHue C 1¢O0I0TOM Ha IEPBBIX MECSI-
Llax WM B TiepBoit nekane xku3Hu. CoBpeMeHHOe Ha-
3BaHUE IMATOJOTUU — «MYKOIIOJIMCaxapui0o3» — BO-
1IJI0 B 1uTepaTypy ¢ 1952 . 61aromapst uccienoBa-
HusaMm G. Brante, BbIIEIUBILIEr0 U3 MEUYEHU OOJIb-
HbIX (DpaKlMIo, COAEPKABIIYIO F€KCO3aMUH U yPO-
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Opuruuunbnan CTaThe

HOBYIO KMCJIOTY, SABJILIOLIMECH INIMKO3aMUHOTJIN-
kaHamu (I'AI'), uTo u ompenennyio OOLIENPUHITOE

KJIMHUKO-OMOXMMHUUECKOE HauMEHOBAHUE 3ITOM
TPYIIITBLI OOJIE3HE.
AyTOCOMHO-PEIIECCUBHBIIA ~ TUI  HacJeaoBa-

HUSI 03HAYAET, YTO «Ie(EKTHBIN» I'eH ObLI yHacle-
JOBaH OT 00OUX pOAWTEE U MPU BTOM HE COAep-
KUTCS B TOJOBBIX (X 1Y) XpoMocoMax, U BepOsIT-
HOCTB TOTO, UTO ponutcsa pedberHok ¢ MITC, cocTaB-
et 25%. Jlaxe eciau poauTeN v He OOJIEIOT, a STBITS -
IOTCSI HOCUTEJISIMU, TO Y HUX MOTYT TOSIBUTBCSI KakK
3I0POBBIC I€TU, TaK U He3M0poBhie. IlepBhie TIpu-
3HaKu 3a00JieBaHUSI MOTYT MPOSBUTHLCI KaK B MJa-
JIeHUeCTBe, TaK U B MOAPOCTKOBOM Bo3pacte. Eciu
B ceMbe yxke Obn ciaydaii MIIC, pomurtensiM He-
00Xx0auMO 00s13aTeIbHO O0paTUTLCS B LIEHTpP ILjia-
HUPOBaHUSI OEPEMEHHOCTU IJIS MPOTHO3a POXIe-
HUS 310poBoro pebenka. [lpeHaranbHast AWarHo-
CTUKA MPOBOAUTCS MyTeM M3MEPEHUs] aKTUBHOCTH
naypoHaT-2-cynbdara3sl B OMONTATe BOPCUH XOPH -
oHa Ha 9—11-i1 Henese OEpeMEHHOCTU U ONpee-
JieHus crniekrpa A’ B aMHMOTUUYECKOM XKUJAKOCTU
Ha 20—22-1 Hemene 6epeMeHHOCTH. [{marHo3 mom-
TBEPKIAETCSI CKPUHUHI-TECTOM MOYM, Korma o0-
HapyxXMBaeTcsl TMOBbIIIeHHbI ypoBeHb [AIlL s
MMpeHaTaJbHOM AMATHOCTUKM MCITOJIB3YETCS METOI
KyabTypsI hrudbpobdracToB. Kiraccudunmpyor MITC
MO TUIY NAaTOJOTMYECKU U3MEHEHHOTO JU30COMHO-
ro doepMeHTa 0OOMEHa TJIMKO3aMWHOTIMKAHOB U 110
TSIKECTU KJIMHUYECKON CHMIITOMATUKU BBIACISIOT
15 montumnos (tabmn. 1) [2 — §].

Bo3spocuias octpora nmpo6aemMbl peakux opdaH-
HbIX 3a00JiIeBaHUIi 0OYC/IOBIEHA TIPEX/1e BCEIro pac-
LIMPEHUEM BO3MOXHOCTU 3(M@PEKTUBHBIX CHOCO-
60B seyeHus — ¢ 2005 r., Koraa MosiBUICS MEPBbIM
depMeHT3aMEeCTUTEAbHBII TIpenapar AJas JeYyeHUs
MIIC. Takum oOpa3oM, BOIPOCHI paHHEN AMAarHO-

CTUKUA M TPOMUIAKTUKM BBIXOISIT Ha IEpeaoBbIe
pyOexXu B KJIIMHUUYECKOW amMOy/laTOpPHOI IpakTUKE
U UMEIOT HE TOJbKO OOJIbIIOe MEIULIMHCKOE, HO U
COLIMAIbHO-9KOHOMMYECKOE 3HaueHMe. B HacTos-
1Iee BpeMs CTalu JOCTYITHBI BHICOKOTEXHOJIOTHYE-
ckue crocoObl auarHoctuku MITC: MosekyasipHO-
T€HETUYECKUE METOAbl, YH3UMOIUATHOCTUKA, pa-
TUOJIOTMYECKNE METONBI (KOMITBIOTepHAas TOMOTpa-
busi, MarHUTHO-pe30HaHCHasl Tomorpadusi), KOTo-
phle obecrneuniv BO3MOXHOCTh paHHEN BepuduKa-
nuu MITIC u npuMeHeHUsT BbICOKO3((HEKTUBHBIX
METOMOB JieueHUsT (TpaHCIUIAHTALIMS TE€MOTOATH-
YEeCKHUX CTBOJIOBBIX KJIETOK, (DEPMEHT3aMeCTUTEb-
Has Tepanusi). Ha caiite Munsapasa P® pasmeue-
HBI CTAaHIAPTHI U KIMHUYECKME PEKOMEHIAIINU TI0
auarHoctuke u jedyenuto MIIC tun 1, MITIC Tun
2. B cayuyae mo3aHero BbIsiBJeHUs 00JIE3HU B 3aBU-
cumocTtu ot Thuna MITC 1 cooTBETCTBEHHO TIPU OT-
CYTCTBUM TapTEeTHOM Tepanuy MalMeHThl HEM30eX-
Ho morn6aior go 20-netHero Bo3pacrta [9]. Beidop
TapreTHOM MporpaMMbl MOMOIIM 3aBUCUT OT THIIA
MIIC. M3yueHUe reHOPEHOTUITUUECKUX KOPpes-
IIMI ¥ eCTECTBEHHOTO TeUeHUS 3a00JIeBaHMS Kpaii-
He aKTyaJlbHO JJIsl CO3AaHUs B JajibHEMIIeM ajro-
PUTMOB MYJBTUIUCUMUILUIMHAPHOTO BEAECHUS Tallu-
enToB [10].

ITo nanaeim EURORDIS (EBpomeiickoro coto-
3a opraHM3aluii 00JbHBIX PEAKUMHU 3a00JIEBaHUS -
Mu) G6osiee 75% penkux HacleJCTBEHHBIX O0Jie3Hei
MaHubEeCTUPYIOT B paHHEM Bo3pacte, B 65% ciyua-
€B TIPUBOSAT K TSKEIBIM MHBATUAN3UPYIOIINM pac-
CTPOICTBAM, YaCTO UMEIOT HEOJaronpUsTHBIN MPo-
rHo3. Auarnoctupyrot MIIC no3ano. [IpensircrBu-
€M K CBOeBpeMeHHOMY BbIsiBIeHWI0 MIIC sgBis-
I0TCS psaAa (pakTOPOB: PeAKOCTb HO30JOTUU, OTCYT-
CTBME MATOTHOMOHMWYHBIX MPU3HAKOB, MPOrPeccU-
Py KIWHUYECKUI TMaToMopdo3 C BbICOKOH

Taoauna 1

Knaccudukamus mykonosucaxapuao3on

Tun MIIC

JledekTHblii (hepMeHT

Yacrora MIIC B nonyasuuu

MIIC 1-ro Tuna — cunapom Iypiep, CMHIPOM
[ypnep-Lleiie, cunapom Llleiie

a-L-ugypoHunasa

1 Ha 100 ThIC. YeIOBEK

MIIC 2-ro Tumna — cuuapom XaHrepa

Wnyponar-cynbgarasa

1 Ha 110 — 132.5 ThIC. UenoBEK

MIIC 3-ro Turna — cunapom CaHOUIMIIIO

1. l[emapan—N—cyiibdaraza (A)

1 Ha 100 — 200 ThIC. YeIOBEK

2. oN—auetuarmokozamuHngasza(B),

3. Auetrn—CoA—
rokKo3aMuHugalnetuiarpaicdepasa (C)

4. N—auetunnmoko3aMuH—6—cynbdatasa (D)

MIIC 4-ro Tuna — curapom Mopkuo Tunbl | N—anetuiaraaakro3aMuH—6—cynbdaTasbl (A) 1 Ha 76 — 216.4 ThIC. YeJTOBEK

AuB

-ranakrosunass (B) O4YeHb peKo

MIIC 6-ro Tuna — cunapom Mapoto — Jlamu | Apuncynbdaraza B 1 Ha 43.3 — 1505 TbIC. yenoBEeK

MIIC 7-ro Tuna — cunapom Crnasi

MIIC 9-ro Tumna

B-rmokypoHuaasa OueHb peako

Tnanyponunmasza OueHb PeaKo
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KJIMHUYECKON BapmabebHOCTbIO, HEIOCTaTOYHas
OCBEIOMJIEHHOCTb O peAKuX opdaHHbIX 00JIE3HIX
LIMPOKON MEAUIIMHCKOM OOIIeCTBEHHOCTU ; KIIMHMU -
yeckas rereporeHHocTh MITC omnpenensgercs He 9K-
30T€HHBIMU (hbaKTOpaMH, a TUTIaMUA MYTAllMOHHBIX
MOBPEXIACHUN TEHA.

Tszxects TeueHuss MITC 3aBUCUT OT MUHTEHCUB-
HocTu HakoruieHust TAI' B TKaHsX, JlJaOopaTOPHbIM
MapKepoOM KOTOPOTO CIYXXUT YPOBEHBb IKCKPEIIUH
I'AT’ ¢ mouoii. BMecTe ¢ TeM mpu OIHOM U TOM K€
tune MIIC BbisiBASIETCS pa3jiMuHas CTENEHb TsIXKe-
CTU TeUeHUs 3a00IeBaHMs, HE UMeIoIIasl JMHEWHOMN
3aBUCUMOCTU OT CPOKOB Hayaja 3aMEeCTUTEJIbHOM
tepanuu (puc. 1, 2).

VYV maumentoB ¢ MIIC dpopMupyeTcss TUTTMUHBIN
denotun Iypaep, KoTopblii HabJOAAETCS PU MHO-
rux 3a00JIeBaHUAX, CBSI3aHHbBIX C MATOJOTHEl T130-
COMaTbHBIX (DEPMEHTOB.

®enotun I'ypaep:

e [ pbika nepenHei OPIOIIHON CTEHKH.
¢ [ poTeCKHbBIE YepThI JIULA.

e [[oMyTHEHHE POTOBULIBI.

e [1yxora.

e MHOXXeCTBEHHBIN IU30CTO3.

e YMCTBEHHAs OTCTaJOCTh.

L TYFOHO,I[BI/I)KHOCTB B CyCTaBax.

e Bucnepomeranusi.

Ha KT u MPT rojijoBHOro Mo3ra BbISIBJISIIOT BEH-
TPUKYJIOMEraanilo U MOHMXKEHHYIO IJIOTHOCTh Oe-
JIOTO BelllecTBa TMOJIylIapuil, MHOXECTBEHHbIE KH-
CThI JIyYUCTOTO BE€HILA, MO30OJUCTOIO Te€Jia, TUIIIO-
KaMmIia; B 00JacTU TUIOTajlaMyca 4acTO BBISBJISET-
Cs1 KUCTO3HBIIM apaXHOUIUT, BEI3BIBAIOILMIL COO0IIIA-
oLYyI0Cs Tuapouedanuio; paciiupeHue mpocTpaH-
ctBa BupxoBa—Po0OeHa; rumnoruiazui 3y00BUAHOTO
OTPOCTKA, AaTJaHTOAKCHATbHYI0 HECTaOWIBbHOCTD,
OyJIbOOCTIMHAILHYIO KOMIIPECCUIO, B psiae CaydyaeB
NpUBOAsILYIO K KBaapumieruu. [lopaxkeHue nepu-
depruecKoit HepBHOM crucTeMbl MaumeHToB ¢ MITC
1, 6-ro TUIOB CONPOBOXIAECTCS [IBYCTOPOHHUM
TYHHEJIbHBIM CUHAPOMOM BCJI€ICTBUE KOMIIPECCUU
CPEIMHHOTO HEpBa B pe3yJbTaTe TEHOCHMHOBUAIb-
HOTO OTJOXEeHHUS MyKolojaucaxapumoB. Hapymre-
HUe PYHKLUU CPEIMHHOro HepBa, Mo MHeHUI0 K.
White u coaBt. (2011), yaiie BcTpevyaeTcsl B Bo3pac-
Te 5 — 10 meT 1 y B3pocabix marneHToB [11,12].

Llenp mccnemoBaHud: CO3MaHWe TTAHEIW KIWMHW-
YEeCKHUX CUMITOMOB, MOBBIIIAIOIIMX BbISBASIEMOCTh
MIIC Ha paHHuUX cpokax MmaHudecTauuu 3adojeBa-
HUS.

3amauu wucciaenoBanus: 1) MPOBECTUM aHaIU3
cnyx06 nepBuuHoro BoeisiBiaeHus MIIC, Bo3pacta u
CPOKOB YCTAaHOBJIEHUSI NMArHo3a; 2) CUCTEeMaTU3U-
poBaTh HapyIIEHUs IO BO3pPacCTy M KIMHUIECKOM
CUMTOMATHKe; 3) BBIACJIUTh OPTOMNEANYECKUE Map-
Kepbl pa3zanyHbix TUMOB MITC B 3BOMIOIMOHHOM
acriexTe.

JIn3aiin uccaegoBaHusA: MOHOLICHTPOBOE UCCIIC-
JoBaHue KinHudeckux npusHako MIIC y nauueHn-

Puc. 1. BHewHnit Bug nauventku 3. B 2,5 ropa c guarHosom: MIMC 1, cunppom lNypnep:

MHO>KECTBEHHbIA AN30CTO3: KOHTPUKTYPbI B JIOKTEBbIX, TO306€ApPEHHDbIX, KONIEHHbIX CYCTABAX, MYNOYHAS FPbDXA, Ma=
kpouedanus, BbIpcKeHHble nuuesbie gusmopdum ( BoicTynaiowme fno6Hble 6Gyrpbl, LUIMPOKUE CKYIbl, 3ANABLIAs Nepe=-
HOCMLA, TMNEepPTEeNIopu3M, KOPOTKME HOCOBblE€ XOAbl C KBbIBEPHYTbIMU» HO3APSIMMU, MOMYOTKPLITLIA POT, YTOJSILLEHHbIE
ry6b1), TUNMUYHbIE PEHTrEeHONOrnYecKne nsMeHeHus (nnarucnonaunus, knuHosupaHas aedpopmaumsa Th 12 noseouka, na-
Tonoruyeckuii Kudpos NO3BOHOUHUKA).
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TOB IETCKOI'0 BO3pacTa Ha penpe3eHTaTUBHOM KJIM-
HUUYECKOM Marepuajie. YpOBEeHb [10Ka3aTe1bHOCTU
— 4 (no UK Oxford Bepcus 2009).

Marepuabl 1 METOIBI

PaboTta ocHoBaHa Ha pe3yabTarax o0ciaeaoBa-
HUS U JledeHus 63 mannueHToB (34 XeHCKOoro IoJa,
29 MyxkcKoro ToJia). B rpymnmy BOIIIM TMallMeHTHI,
BO3pAcT KOTOPHIX HA MOMEHT Havaja Haomome-
HMI1 cocTaBisia oT 8§ Mec 10 45 nert (cpeaHuUii Bo3-
pact 6,7 rona). [lauueHTbl ObLIM pa3aeiieHbl Ha 3
TPYIIIBI B 3aBUCUMOCTH OT Tha MI1C: mykomnonm-
caxapuao3 l-ro tuna — 33 nmauumeHTa, MyKOIOJU-
caxapuao3 4-ro Tuna — 15 nauuMeHTOB, MYKOIIOJM-
caxapuao3 6-ro Tuma — 15 manueHToB. Kpurepns-
MU BKJIIOUYEHUS B Tpymiry aBastiuch tunsl MIIC 1,
4, 6 (ta6xa. 2). Ilpu obcaeqoBaHUM MALIMEHTOB MC-
MOJb30BAHbl KJIWHWYECKUI, T1abOpaTOPHBIN, WH-
CTpyMEHTaJIbHbIE W JIydeBble MeTonmbl. KianmHuue-
cKoe 0o0cyieJoBaHMe MALMEHTOB BKJIOYAIO aHTPO-
MOMETPUIO, AaHTYJIOMETPUIO, PYHKIMOHATbHbBIE TE-
cThl. JlyueBble M1 MHCTPYMEHTAJIbHbIE METO/bI Jua-
rHocTuKMU: peHTreHorpadusa, KT, MPT, Y3U, neii-
pomuorpadus. [1pu BeIsIBAeHUU TPU3HAKOB, CXO/-
HbiX ¢ MIIC, npuMeHsian mabopaToOpHbIE UCCIIE-
JOBaHUS: OMOXUMHWYECKUI aHaJN3 KPOBW, aHAIN3
MOYM Ha HaJW4yhe TJIMKO3aMWHOTJIMKaHOB. Jlma-
rHo3 MIIC BepuduuupoBanu reHetuuecku. Ilo-
JIY4eHHBI KOMTIJIEKC JAHHBIX TTOJBEeprajacs CTaTh-
CTUYECKOI 00paboTKe.

CraTtuctuyeckasi 3HaUMMOCTb Pa3JIMIHBIX 3Ha-
YeHU JJIsA 61/ll-laprIX 11 HOMMUHAJIbHbIX MMOKAa3aTe-
Jieii ompeneisjiach ¢ MCHOJb30BAHUEM KpUTEPHUS
Xu-xBaapat IlupcoHa. YpoBeHb CTaTUCTUYECKON
3HAYMMOCTHU ObLI 3a(UKCHUPOBAH HAa YPOBHE BEpO-
arHocTu omnOku 0.05. Cratuctuueckass oopadboT-
Ka NaHHBIX BBIMOJHEHA C UCTMOJb30BAaHMEM MAaKETOB
MPUKIATHBIX TporpamM Statistica 10 m SAS JMP 11.

HMccnemoBanme TIpOBOMMIIOCH TTyTEM BBEIOOPOU-
HOTr0 CTaTUCTUYECKOTO HAOJIOAEHMS, B KJIMHUYE-
CKOI KapTUHE BeaylIMMU KIMHUYECKUMU NPOsIBJIC-
HUSMU ObUTH HapYIIeHUST OMMOPHO-IBUTATEIBHON 1
HEPBHOI CUCTEM.

PesyabraTsi

Ha 1-m ypoBHe amOyJaTOpHO-MOJUKIMHUYEC-
KOIl MOMOIIM TeauaTpbl, XUMPypru, opTomneabl, He-
BPOJIOTH, KapAMOJOTh (DUKCHUPOBATIU MOJO3PEHUE HA
cUcTeMHOE 3a00JIeBaHUE U 151 YTOUHEHUSI HAUTUYUST
VTV TEHE3a CUCTEeMHOTO 3a00JIeBaHMST TTAIIMCHTOB Ha-
MPaBJISIN BYIPEKAECHUS 3-I0 YPOBHS — CIIeIMaTIU3U -
POBAHHbIE KOHCYJIBTATUBHO-AMArHOCTUYECKME LIEH-
TPHI: B PoccmiticKoit eTcKo KIMHNYECKOi OOJbHM -
e ®I'bOY BO PHUMY um H.U. IMuporosa, Mopo-
30BCKOIi IETCKOI rOPOJACKONM KIMHUYECKOI OOJbHU-
1€, KIMHUKE PEBMATOJOTMU, BHYTPEHHUX U TTpodec-
cuoHaybHbIX O0ose3Heit um E.M. Tapeesa, HMUII
TO um. H.H. ITpuoposa u 1pyrux yuypexxaeHUusx, riae
nuddepeHLIMpoBaad MaTOJOTUI0 U AMarHOCTUPOBa-
mm kauHndeckn MIIC. JlabopaTopHOoe TOATBEPXK-

TaGmua 2
O6mas xapakrepuctuka nanuenros ¢ MIIC tunos 1, 4, 6
Bo3spacr 1(\353?6 %:EICS‘; %:Elcsg Bcero yl’(‘(’l';g;'; .
Jo 3 ner 20 (60.6%) 4(26.7%) 1(6.7%) 25 0.0009
C3 107 ner 7(21.2%) 5(33.3%) 5(33.3%) 17 0.5566
C 7 1o 12 ner 1(3.0%) 6 (40.0%) 9 (60.0%) 16 <0.0001
Crapme 12 ner 5(15.2%) 0(0.0%) 0(0.0%) 5 0.0847
Hrtoro nauueHTos ... 33 15 15 63
Ta0mmma 3
Pacnpenenenne cayqaes BoisiBiennst MIIC y nanuenToB pa3Horo Bo3pacra
no Tumny jeuyedoHo-npodpunakrudeckoro yupexaenus (JIITY), B koropom natosiorus 3anoao3pena
e SHeAO A, | iong cayusen, % | BTV nowecry | 5 npoguasnon | 38moRespen MIIC
: JKHTEJIbCTBA JITY
o 3 ner 30 39 % 9 21 3
C 3 o7 ner 22 29 % 15 7 9
C 710012 ner 18 24 % 15 3 10
Crapie 12 et 6 8 % 3 3 1
Bcero ... 76 100% 42 34 23
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JNEeHNE 3a-
boseBa-
HUSA  BbI-
MOJHSIAIN
B ®I'BHY

Puc. 2. MNauuentka ., 8 net. AuarHos: MMC 1-ro
™na, cuiapom Leiie (auMarHos sanopospeH B
LLUTO).

CHMIKEH pOCT, «yKOpOYeHd» Lues, BbIPKEHDI
«KPbIJIOBUAHbBIE» JIONATKYU, TMNEepsopaos B nosc-
HUYHOM OTAene, MHOXXECTBEHHble crubarenbHblie
KOHTPOAKTYPbI CycTaBOB: siokTeBbix 170°, koneH-
HbIx160°, mexxdanaHroebix. YnnouieHue cromn.

Ta0mmua 4
Kmuanyeckue npossiennss MITC B pa3indHbie BO3pacTHbIE MEPUOIBI
MIIC1 MIIC4 MIIC6 Yposenb P
Cunppombl MIIC (n=33) (=15 (n=15) Bcero (d=2)

BoisiBnenne 1o 3 jer

Huskuii poct 18 (54.5%) 5(33.3%) 0(0.0%) 23 0.0013
OTATOIICHHBI TOPOIOBBINA AHAMHE3: 5(15.2%) 3(20.0%) 3(20.0%) 11 0.8797
KPYITHBIA TUI0I

YacTele pecmupaToOpHble MHGEKIUN 33 (100.0%) 15 (100.0%) 15 (100.0%) 63 1.0000
Jluuesbie nuamophun 33 (100.0%) 12 (80.0%) 8(53.3%) 53 0.0002
Kapnuonarus 21 (63.6%) 11(73.3%) 12 (80.0%) 44 0.4904
Titmeprpuxo3 23 (69.7%) 9 (60.0%) 12 (80.0%) 44 0.4904
IpeDku mepenHeit GPIOLTHON CTEHKH 22 (66.7%) 5(33.3%) 6 (40.0%) 33 0.0549
Pa3IMYHON JTOKATU3aAUuNA

Kuho3s matonoruueckunit 21 (63.6%) 0(0.0%) 6 (40.0%) 27 0.0002
IPYAOIOSICHUUHOTO OT/IE A
Ipyrue (hopMbI MHOXECTBEHHOTO 19 (57.6%) 1(6.7%) 4(26.7%) 24 0.0020
JIU30CTO3a

Kwiesunnast nedopmarnivisi rpyIHOit KIETKI 0(0.0%) 2 (13.3%) 0(0.0%) 2 0.0367
BrisiBienne B Bo3pacte 3-7 et

MHOKECTBEHHBIC KOHTPAKTYPbI CYCTABOB 32 (97.0%) 4(26.7%) 7 (46.7%) 43 <0.0001
KOHEYHOCTEN

[TIepMOOUIBHOCTD KMCTEBBIX CYCTABOB 0(0.0%) 15 (100.0%) 0(0.0%) 15 <0.0001
Kunesunnas nedopmaiiusi rpyiHOii KJIETKU 0(0.0%) 13 (86.7%) 0(0.0%) 13 <0.0001
Huskwuii poct 15 (45.5%) 10 (66.7%) 15 (100.0%) 40 0.0013
JInuesbie nu3amopduun 8(24.2%) 11(73.3%) 5(33.3%) 24 0.0047
CTeHO3 MO3BOHOYHOIO KAHAMA C SIBICHUSIMU 27 (81.8%) 12 (80.0%) 8 (53.3%) 47 0.0945
muesonaruu Ha ypoBHe CO-C1 u Th-L (zo 10

JIeT)

Muenomnarus, TpeOyroIast onepaTuBHOTO 2(6.1%) 1(6.7%) 11(73.3%) 14 <0.0001
YCTPAaHEHUSI CTEHO3a MO3BOHOYHOTO KaHaIa
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Opuruuunbnan CTaThe

400

0-3roga 3-7 net

H nnuesble anamopdumn

H yacTble pecnupaTtopHble MHDEKLUN
= ppyrve popMbl MHOXECTBEHHOIO AM30CTO3a
B xuneBugHas nedopmanms rpyaHom KneTkm
H rpbbky Pa3nuyHON nokann3auum

7-12 net

12-15 ner craplwe 15 net
W kapavonatus

B MHOXECTBEHHbIE KOHTPAKTYPbI

M runepTpurxo3

naTosiorMyeckmin Kupos

M HU3KWUI poCT

Auvarpamma. Bospacr BeisBneHus knmHuvyeckux cumntomos MIMNC y nauuenros.

«MenuKo-reHeTUYeCKMiA HayYHbII LICHTP UM. aKaje-
muka H.TT. boukoBa» (MockBa).

Cpenn nanueHToB a0 3 Jetr MIIC 3amono3peH y
30 aereit (39%), ¢ 3 no 7 ner —y 2 (29%), ¢ 7 no
12 ner — y 18 (24%), 12 net u ctapiie —y 6 (8%).
B 30% cnygaeB opTorenamMu pasadyHBIX YIPEXIIe-
Huit nuarHo3 MIIC ycraHOBJIeH BIIepBBIE B KM3-
Hu, n3 Hux B HMUWUIL TO um. IIpuopoBa B 8 ciy-
yasx (10%), na 1-M u 2-M ypoBHe aMOyJ1aTOPHO-
MOJUKINHUYECKO TToMomun B 42 ciydyasx, 4To B
o6nieii BeIbopke coctannsieT 55%, Ha 3-M ypoBHE B
34 ciyvasx (44%)(tab6a. 3).

Mo Tpex JeT ropasmgo 4yalle BBISABIISIIOTCS CIIy-
yau 3ab6oseBanust MITC tumna 1 (60.6 % ciyyaeB) u
MIIC tuna 4 (26.7 % cinyuaes). 1/3 cnyyaes MIIC
tuna 4 u MIIC tuna 6 (33.3 %) BwisgBASIOTCS OT 3
no 7 net. bompmmHCTBO Xe caydaeB MIIC tuma 4
u MIIC tuna 6 BBIABASIOTCS TOJBKO ¢ 7 mo 12 ner.
JlaHHbie TaOa. 4 CBUAETEILCTBYIOT O MOJUMOPPU3-
me MIIC: tuner MITC pazauyarorcs nMpakTUYeCKH
M0 BCEM KJMHUYECKUM TIPOSIBJICHUSIM, KpOME dYa-
CTBIX PECITUPATOPHBIX 3a00€BAHM I, KOTOPBIC MPU-
Cylld BceM 0€3 MCKIIOUEeHMSI, HaJIU4Yusl KUJICBUI-
HOI aedopMaluM IPYAHON KIETKU 10 3 JIET, KOTO-
past BCTpevaeTcsl KpaliHe peaKko, HaJTUUYMS JTUIEBBIX
ou3MopGuii U TUIEPMOOMIBHOCTU KUCTEBBIX CY-
CTaBOB, KOTOPbIE BCTPEUAIOTCSI OOMHAKOBO 4acTO B
rpyIIax NaleHTOB, KOTOPHIM ObL MOCTaBJIEH aMa-
THO3 B pa3HOE BPEMSI.

M3 17 nmapameTpoB 9 UMEIOT CTATUCTUYECKU J0-
CTOBEpHBIC pa3anuusi. Pe3ysbpraTbl CTaTUCTUUECKOTO
aHajr3a TO3BOJISIOT YTBEPXKAaTh, YTO TPYIINIbI pa3-
JIMYAIOTCS 110 KJIMHUYCCKUM IIPOSIBJICHUSIM, OJHA-
KO JIMLIEBOM I13MOP(MU3M U YaCThle peCIIUPaTOPHBIE
MHGEKLMU TUIIMYHBI 151 TALUEHTOB CO BCEMM THIIA-
mu MITC, mnpuHUMAIONINX y9acTHe B MCCIETOBAHNN.

CBOIHBIE TaHHBIE PAHHUX KJIIMHUYECKUX IIPOSIB-

Puc. 3. PentreHorpamma GonbHoi 2 net, auarvos: MIC 1-ro tuna,
cuHppom lNypnep. YKopoueHbl U CKOLIEHbI rMMONsa3upoOBaHHbIE
BEPTIY)XHbl€ BNAAUHbI, YNJIOLWEeHNEe rosioBoK 6egpeHHbIX KOCTen.

nenmnit MI1C npencrtaBiaeHBI HA UarpaMMe.
CuMIITOMBI MOTUMOP(HBI 1 BO3HUKAIOT B pas-
JIMYHBIE BO3pACTHbIe Mepuoabl. B mepuHaTaaibHOM
nepuoae obOpamiaeT Ha cedsi BHUMaHWE KPYMHbII
rron (6onee 4000 1), GBICTPHIN POCT HA TIEPBOM TOIY
JKM3HU, TTaXOBBIC, TTAXOBO-MOIIOHOUYHBIC W MyTTOY-
HbI€ TPBIKU YK€ MPU POKIAEHUU, YAaCThIe pecrnupa-
TOpHble UHGpEKUMU, PUHOPES U XPOHUUYECKUE MH-
dexlMoHHbIe 3a00ieBaHUsl ylIe U Ma3yx Hoca, B
TOM UYMCJIEe Y AeTell MePBbIX TPEX JIET XKU3HU, TUTIEP-
TPUX03; MpU cuHApoMe [ypaep — 3agepxkKa MCUxo-
MOTOPHOTO Pa3BUTUS U CHEHUPUUIECKUIN JIMIIEBOI
nu3mopduisMm. K KoHIy mepBoro roga XXuW3HU Bbl-
ABJASIOT JauueBbie audMopduu (penorun Iyprep):
IIMPOKHWE CKYJIbI, 3aMaBiiiasi mepeHoculia, Tunepre-
JIOpU3M, KOPOTKME HOCOBBIE XOIbBI C «BBIBEPHYTHI-
MW» HO3APAMM, TOIYOTKPBITHIA POT, MaKpOTJIOC-
cusl, TOJCTbIE TYObl M TUIlepILIa3us neceH; aedop-
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KocTHO-MBIIIeYHAs cHCTEMA-
MHOKeCTBEHHbIIi TH30CTO3:

Kudo3s nnu xudockonnos

I'ppoku mepeHeii OPIOMIHON CTEHKH

MIIC

LHC:
I'unpouedanus

Cynoporu (MIIC tun 2)
(bokasbHbIEC, BTOPUYHO-

pa3nU4HON JOKaIU3aLUU

Jlepopmaruu rpyiHON KIETKH:
KWIeBHIHAs Win OouKooOpasHas

TyronoaBHKHOCTS U KOHTPAKTYPbI
CyCTaBOBOB, apTPaJIrHs

['unepmMoOMIBHOCTE KMCTEBBIX
cycraBoB(MIIC Ttum 4)

Korteobpa3zHas KUCTb

CHHIPOM KaprajbHOIro KaHala

J10 2-3 et MOryT OBITH BbILIE
CpEIHero pocTa, 3aTeM - OTCTaBaHHEe
B pocTe, B HCXOZIE - POCT HU3KHIA

Jlucrnasus Ta300€1peHHBIX CYyCTaBOB

Basbrycusle neopMariui HIKHIX
KOHEUHOCTEH

Kpannounedaibubie

TEHEPAIU30BAHHBIE, abcaHChI
THUITUYIHBIC

Hapyienue no3HaBaTenbHOTO
pazBUTHs

Muenomartus Kak ciencTBue
CTeHO34, ATJIAHTOOCeBasI
HECTaOMIbHOCTb-I UITOILIA3HS
3y6oBHaHOrO oTpocTka C2
MO3BOHKA

Muenonarusi Kak CJ€ACTBUE
CT€HO3a, KOMITPECCHs CITMHHOTO
MO3ra Ha NPOTSHKEHUHU, 110
JUIMHHUKY, BBIPA’KEHO — Ha
YPOBHE LIEHHOro oTaena
TO3BOHOYHUKA

Jluccomuus

JlbIxaTejibHAS | cepaeIHo-
cocyaucTrasi CHCTEMBI:

YacTele HHEKITMH BEPXHUX

JABIXaTEJIbHBIX ny'rei/'[

xapakrepucruku, JIOP-opranpr:
Keryn04H0 — KHIIeYHbII I'na3za:
YepenHo-nuiueBbie 1U3Mophun TPaKT: OBCcTpyKLUsS BEPXHUX
ITomyTHEHME JIbIXaTEeNIbHBIX My TEH, a0 BO
['pyGrle uepThl nuua, ckadouedanus, lenaTocnaeHoMeranus POTOBHIIBI cHe
HaBHCAIOLIHH J100, IUPOKHUii HOC,
Gombuiye ryObl, G0bIINE YEMOCTH Jncdarus ['naykoma PecTpukTHBHbIE 300/1€BaHMs
JIETKUX
TyroyxocTh Jlmapest Jucrpodus
CeTYaTKU TpaxeoOpoHxOMaIALHs
PenunuBupyionmye HHpEKIHn yxa
JlpIxatenbHas HeJOCTATOYHOCTD
Makporaoccust .
Koxa:
3yonI: Knanannast HerocTato4HOCTH
XpoHuveckast puHOpest
I'uneprpuxo3
I'unepnnasus necex
l'uneprpodust aAeHONI0B, MUHIAIHH P A Jlerounas vmnepremuvs[ ¢
YiotHeHue BTOPHMYHO#! cepedHoi
KOXKH Kapuec HejoctarouHocTbio (HK)
Ysenxopas Anentus BuBeHTpUKy IsIpHAst TUIEPTPO(Us
coinb (MIIC o
€ KapIMOMHONAaTHe#
T 2)
ApUTMHH U aHOMATTH

TIPOBOAUMOCTH

3acroitHas cepaevHas
HegocrartouHocTs (HK2)

Puc. 4. Knunuueckue npusHaku, nossonsiowme sanogosputb MIMC.

MalluM KOCTEW yepena: MakpokpaHusi, ckadolieda-
Jusl, BBICTyMarouue JooHbie Oyrpol (cM. puc.l). B
0-3 et — MHOXECTBEHHBIN AU30CcTO3 (puc. 3), 3a-
nepxXkKa (M3MYeCKOTro pa3BUTHUS, HU3KOPOCIOCTb,
HapylieHue Mpope3biBaHus 3yO00B, MHOXKECTBEH-
HBIl Kapuec, 3aiepxKXKa MCUXOMOTOPHOTO U peue-
Boro pa3Butus. B 3-7 nmet — mporpeccupymoimiee mo-
MYTHEHHE POTOBUIIBI, KOHAYKTMBHAas, HEMpPOCEH-
CcOopHas TYroyxoCTh, KOHTPaKTyphl B CyCTaBaX, KM-
03 MOSACHUYHOIO OT/Ae/Ia ITO3BOHOUHUKA, Aedop-

ISSN 1818-460X

Mamusl TPYAHOW KIIETKHM, TeTaTOCTIJIEHOMEeTaus,
BTOPUYHBIE MOPOKM Cepllla U YCUJIEHHE Hapylle-
HUM, XapaKTePHBIX IJIST MPEIbIAYIIero BO3PaCTHO-
ro JTara, B pslie ciIydyaeB — MUEIOIaTHs, TTopaxe-
HUe nepudepudyeckoit HepBHOU cucteMbl. Ot 7-15
JIeT — NPOrpeccCupoBaHUe U3MEHEHUI CO CTOPOHBI
BCEX OPTAaHOB U CHCTEM: OTCTaBaHUE B POCTE, MHO-
KECTBEHHBIN TN30CT03, MHOXECTBEHHBIE KOHTPaK-
Typbl, MIOPOKH KJIAIMaHOB Cep/ilia, renaToCryieHOMeE -
rajusi, CUHJAPOM JABUTATEJbHbIX HapylLIeHUI, BbI-
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Opuruuanbncm CTaThe

3BaHHBIN, B TOM uucie, mopaxenueM LIHC — mue-
jonarueil, o0yC/J0BAEHHOU KOMIPECCUEN CIIMHHO-
ro Mo3ra

OOHapyxXeHMe y mauueHTa 2—3 Hecrnemupuye-
CKHUX CHMITOMOB YKa3blBA€T HAa BEPOSTHOCTb CH-
CTEMHOTO 3a0o0JieBaHMS, B CBSI3U C YeM lI€JIeCO0-
Opa3HoO BblIeJeHNUE KIMHUYECKUX TPEBOXHbBIX CUM-
NTOMOB — MO 0OJibIIEH YaCTU OPTOMEAUUYECKUX —
«kpacHbIX daros» mist MITC Bcex TUTIOB, KOTOpBIE
MOXHO OOHApYXKUTh MPU MEPBUYHOM OCMOTpE Ta-
LMCHTA.

Takum o6pa3zoM, HEBbICOKASI HACTOPOXKEHHOCTb
Bpaueii, HegocTaTouyHas HMHMOOPMUPOBAHHOCTbH O
peaKOl MaToJOrUuy MPUBOASAT K IMO3AHEH JUarHo-
ctuke MIIC. Hamu pa3pabortaHa u ammpobupoBaHa
B YCJOBUAX [eTCKOro MENUIIMHCKOTO LEHTpa NH-
arHocTuyeckas TaHedb A8 PaHHEro BbISIBJCHUS
MIIC, npencraBieHHas Ha puc. 4.

O0cyxaeHue

CeroaHs B MuUpe HacuuTbiBaeTcsi okojio 7000
penkux 3abojieBaHuii. I[lpumepHO I10JIOBMHA U3
HUX 00YCJIOBJIeHa TeHETUYECKMMU OTKJIOHEHUSIMU.
CHUMIITOMBI MOTYT OBITh OUEBUIHbBI C POKACHUS WU
MPOSIBASATLCSI B AETCKOM BO3pacTe.

Mykormonucaxapumao3 OTHOCUTCS K PEIKUM 3a-
0oJIeBaHUSIM C TIPOTPEAMEHTHBIM TUIIOM TEUYEHUS,
YTO B IMEPBYIO O4Yepeab OonpeaeasieT TPYAHOCTU IM-
arHOCTHUKM. BhIsSIBIeHWEe M JMarHOCTMKA MYKOITO-
JIMcaxapmao3a TPOBOMSTCS PAa3JIMIHBIMM CITeIra-
JIMCTAMM, [IPU DTOM IIPUOPUTETHLIC TO3ULIUU 3aHU~
MaeT opTolennyeckas ciayxoa, HOCKOJAbKY Hapyllle-
HUSI CKeJIeTa SIBJISIFOTCSI O0JIMTaTHBIMU IPU BCEX TU-
max MIIC [13]. B Hamem ucciae1oBaHUA TIEPBUYHOE
BoigBieHue MIIC opronmesamMu mepBUYHOrO 3BeHA
coctaBuio 29,5%, 4To CBUIETEIBCTBYET O XOPOIIIEi
MMPEEMCTBEHHOCTU MEXIY CTlellMaTucTaMyu pa3inyd-
HOTO MPOUIIST M BEICOKOI HACTOPOKEHHOCTH OPTO-
Mea0B K peaKoll reHeTudyeckoil marojoruu. Hamm
BriepBbie B PMD mpoaHaiv3npoBaHa CTPYyKTypa BbI-
apieHnst MIIC mo cnenuanvM3aupoBaHHBIM CIIYXK-
0am.

CpoK yCTaHOBJIEHUMSI AMarHo3a cocrtapiseTr 12-
18 Mec. oT mepBUYHOIO MOAO3peHUs A0 Jabopa-
TopHOTO TToaTBepxKneHns MITC, mo maHHBIM 3apy-
O0exHoit nutepatypsl [14]. JdautenbHoCTh nepuoaa
ycTaHOBJIeHUsT nuardHo3a B P® cocrasisier ot 3 10
10 7et, 4TO, K COXaJeHUIO, Pa3UTEIHLHO OTIMIACTCS
OT 3apyOeXHbBIX MOKA3ATENECH.

ITpu cpaBHEeHUM cpeaHEro BO3pacTa yCTaHOBJIE-
HUSl IMArHo3a B Halllell MCCeA0BaTe1bCKOM rpym-
e ¢ JaHHBIMU 3apyOeKHbIX aBTOPOB OOHAPYKEHBbI
CTAaTUCTUYECKU AOCTOBEPHbIE pa3avuuus MNPU CUH-
apome Iypaep u I'ypaep—Illeiie. I1pu camom TsKe-
mom TeueHnn MIIC — tume 1 (cuagpome [ypiep)

CpeIHNi BO3pacT MEPBUYHO YCTAaHOBJIEHHOTO AWa-
rao3a coctaBui 0.8 roga ( K. D’Aco, L. Underhill),
a B Haweli rpymnmne — 2.1 roga; npu cunapome [yp-
nep—Illeite — 3.8 romga, B Hamei rpymme — 5.8 rojaa,
npu jgerkom tedeHnu MIIC — cungpome Llleite —
9.4 ropa, B Haueit rpynme — 9 et [15]. Bo3aMoxkHoO,
JIaHHbIE CPOKM CBSI3aHbl CKOPEe € MO3AHUM BbISIB-
JIEHWEeM, YeM C peTapaupoBaHHBIM cTapToM MIIC,
¥ HE CBSI3aHBI C STHUYECKOW W TTIOMYJSIIIMOHHOUN Ba-
pUaTUBHOCTHIO.

Cnucok 3a0oJjieBaHUKM MpU NpoBeAeHUU AUQ-
(epeHIIMaTBLHOTO OMarHo3a pasiuYHBIX HaydyHO-
NpaKkTUUYECKUX MOApa3Ae/ieHUIl TakKXe OTJIMYaeT-
csl — B Hauueli rpynie auddepeHuuposaiu B 69%
C JEeTCKUM liepeOdpaibHbIM MapajruuyoM (cnacTuue-
ckue (hopMbl - IUIIETUSI, TETpaIapes3), CHOHANUIIO-
anudU3apHON nucIia3reil, peBMaTOMAHBIM apTpU-
ToMm, 6onesHblo Jlerra—KansBe—IlepTeca, 3amepxk-
KOM IMICMXOMOTOPHOTO Pa3BUTHS, a TAKXKe C TUCTIIa-
3UEH Ta300enpPEeHHBIX CycTaBOB (1-ii rog XuU3HU),
JIMBOCOMHBIMU OOJIE3HSAMU HAKOIUIEHUS: MYKOJU-
NUa03aMM, O.-MAHHO3UA030M, MHOXECTBEHHOI
cyiab(paTazHolit HEJOCTaTOYHOCTbIO (IpPyIHOI BO3-
pacTt). B uHocTpaHHOI auTepaType CIMCOK Mpef-
CTaBJIEH apTPOrpUIIO30M, apTpUTaAMU Pa3IU4YHOM
A3TUOJIOTUU, CKJIEpOAepMUeil, IepMaTo/TOJIUMUO-
3UTOM, OCTE0apTpo30oM [16].

Cpeau KIMHUYECKOrO0 MHOroo0Opasus Haubo-
Jiee 3HAYUMBbIMM U 4acTO pPaHHWUMU CUMIITOMaMU
SBJISTIOTCSl HApYUIEHHS ONOPHO-JABUTATEJIbHOW CH-
CTeMbI: CHUXXCHHBIW POCT, MHOXCCTBCHHBIN ON30-
CTO3 C KOHTpaKTypaMH, MaTOJOrMYeCKUil (huKCHU-
poBaHHbI KMdo3 (popMupyeTcsi ¢ 6 — 12 Mec Ku3-
Hu) [11,17], KapriaabHBI TYHHEJbHbIA CUHIPOM, a
C MOMEHTA BEPTUKAIU3ALUU MOABIASIIOTCS BaJabryc-
Hble fedopMallii HUXKHUX KOHeUHocTel [18 — 22],
YTO COOTHOCHUTCS C YCTAaHOBJIEHHBIMM HAaMU OPTO-
MeANYEeCKUMHU OTKJIOHECHUSIMU.

Co CTOpPOHBI BHYTPEHHUX OpPraHOB BbISIBJISIOT
TPbIKM  Ppa3fUYHOMN JioKanu3aluu, TenaTocrieHo-
METaJINI0, IOPOKU Cepllia, MOPaKEHUE JETKUX, NTPU
KOTOPOM pPa3BMBACTCS OOCTPYKTMBHOE U PECTPUK-
TUBHOE MOpa)KeHUE AbIXaTeJbHOU cucTembl. BpoH-
XuaJibHasi 00CTPYKILIMsI BbI3bIBAETCsI CY>KEHUEM JIbIXa-
TeJbHBIX TyTeil u3-3a oTjaoxeHus Al B ciusucroit
000J104Ke, M TpaxeoOpPOHXOMAaISALUS, CiayxKallas
NPUYMHON OCTPON OOCTPYKIIMM WJIM KOJUIAIca Jbl-
XaTeJIbHBIX TTyTei. PecTpuKkTUBHAS nbIxaTebHAs He-
JMIOCTAaTOYHOCTH CBSI3aHa ¢ AedopMarmeint m Hapyiie-
HUEM 3JIaCTUYHOCTU IPYAHON KJIETKM, HAPYLIEHUEM
dopMupoBaHusi To3BoHOYHMKA [23]. BomieueHne
HEPBHOI CHCTEMBI — HEOTheMJIeMasl COCTaBIISIOIIask
KJIMHU4Yeckoro naromopdosza MIIC. Haubonbliyio
yrpo3y xxu3Hu npu MIIC npeacrapiseT mopaxeHue
LIEHTPAJbHOM HEPBHOM CUCTEMbI, CIMHHOTO MO3Ta
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BCJIEACTBME CTEHO3a MO3BOHOYHOTO KaHajla Ha pas-
JIMUHbIX YPOBHsX. HecTabuiibHOCTb LIEHHOrO OTAe 1a
MO3BOHOYHMKA, nedopMaluy MO3BOHOUHMKA TPU-
BOISIT K CTEHO3Y IMO3BOHOYHOTIO KaHaja, KOMIIpeC-
CUU CIIMHHOTO Mo3ra |24, 25].

ITo HamuMm HaGIOAEHUSIM, CPOKU TOSIBICHUS,
CTENMEHb BBIPAXEHHOCTU CUMIITOMOB U XapakKTep
TEUEHUS TMpoliecca COBMAAAIOT C JaHHBIMU JIUTEPA-
TYpbI, HO OTJIMYAIOTCS CPOKW BBIIBICHUS pPaHHUX
CUMIITOMOB U AJUTEIbHOCTb YCTAHOBJEHUS AUa-
rHo3a, T.¢. CIELMATUCTbl HE CBSI3bIBAIOT PA3PO3HCH -
Hble HECTIeUU(UYHBIE CUMIITOMbBI C BO3MOXHOM Ma-
nudecrtauuein MIIC.

Hecneuuduueckue npuznaku MIIC yacto BbI-
SBJSIOTCS B AETCKOM MOMYJISLMU, HO Mbl oOpaiia-
€M BHUMaHME, YTO MMEHHO UX COYETAaHUE MOBbIIIA-
eT AMarHocTuueckyto BoigBiagemMoctb MIIC. Het Hu
OJHOTO KJMHWUYECKOTO TMpU3HaKa, KOTOPBIA Heo-
MPOBEPKUMO CBUIETeNbCcTBOBaAT 0 MITC y manueH-
Ta (cM. puc. 4).

3akioueHune

YuuteiBasi moauMop@u3M HO30J0TMU, HACTO-
paxkuBaTh JOJKHO UMEHHO COYeTaHUE HECKOJIbKUX
HecrneunuIecKMX KIMHUYECKUX U PEHTIeHOJOTH -
YeCKUX TTPU3HAKOB.

AHanM3 OOJBIION penpe3eHTaTUBHON BHLIOOPKU
neteii ¢ MITC (n = 63) MO3BOJWII IPUINTH K 3aKIII0OUE-
HUI0, UTO y OPTOMEA0B HauboJiee BbICOKAsT KIIMHUYE-
CKast HAaCTOPOXEHHOCTh 110 BhIssBIIeHnIo MITC. Bme-
CTE C TeM, K coxajaeHulo, BoisiBiasiercss MIIC B no3a-
HUE CPOKM M CPeIHWiI BO3pacT IMAarHOCTUPOBAHUSI
[aTOJIOrMK CYLIECTBEHHO OTJIMYAETCSl OT aHaJ0ruy-
HOTO TI0Ka3aTessl B 3apy0eskHbIX KITMHUKAX.

OCHOBHOI KJIMHUYECKHUIA CHOEKTP CUMIITOMOB
MIIC (Bxkiarouass HecnelM@pUUHBbIE HAa HavyaJdbHbIX
aTarnax, ¢ MOMOIIbIO KOTOPHBIX CIAEAYET PACHIMPUTh
aJITOPUTM BpadeOHOTO TTOMCKa), KOTOPBIT TTO3BOJISI-
eT 3anoA03pUTh opdaHHOE 3a001eBaHNe, TPeaCTaB-
JICH B IMArHOCTMYECKOM maHeau (cM. puc. 4).

Ouenka pedenka ¢c MIIC momkHAa HOCUTH MHO-
TOKOMITOHEHTHBII XapakTep, He (PUKCUPOBATH BHU -
MaHME MPU OCMOTpPE Ha OTIAEJbHO B3SITOM MpU3HA-
K€, a CTPEMUTHCS HaliT 00OBbSICHEHUE UJIN CBSI3b He-
CKOJIbKMX HeCIEeUM(MUUECKUX UM MaTOJOTMYECKUX
CUMIITOMOB IO pa3jIUYHbIM CUCTeMaM, T.€. HE00XO-
JUMO COOMpPaTh B €AUHBIN CUMIITOMOKOMILIEKC BCE
KJIMHUYECKHUE TIPOSBICHUS, YTOOBI 3aTI003PUTh I'e-
HETUYEeCKWW CHUHAPOM. 3HAUYMTETbHAS pOJb B AWA-
rHoctuke MIIC orBoauTcs crnenuaaucTam, M-
TeJbHO HabjaloaarolMM pebeHka: aMOyaTopHO-
MOJIMKJIMHUYECKON CiIyk0e, yJacCTKOBBIM Tleaua-
TpaM, CEMEUHbIM Bpayam.
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