Buieoowt

B 45 % ciry4aeB ObLH BBISIBIICHBI KITMHUKO-HEHPOBU3YATM3aIIMOHHBIEHECOOTBETCTBHUS IPH a(has3usix, KOTOPhIS
BO3HHUKAIM B PE3yNbTaTe YepPeITHO-MO3TOBOM TPaBMBI M Kacainnch 3depeHTHoN 1 adhepeHTHONH MOTOPHOM U CeH-
copHoit aazmit. Tormdeckoe pacxoXKaeHNe TPOSBIBIIOCh HETHITMIHOW KOPKOBOH JIOKAIM3AIIEH, ITOKOPKOBBIMHI
MOPAKEHUSIMH, TIPABOCTOPOHHEHIaTepaIn3aueii peueBbiX (DYHKIHH, a TAKKE «HEMBIMIY OYaraMH OPayKeHHUSI.
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Beeoenue

[lepuunsni runepnapatupeo3 (III'TIT) — 3aboneBaHme, KOTOPOE XapaKTEPU3yeTCs TEHEPaIN30BaH-
HBIM HapylICeHHEM KalblnueBoro u hocdopHoro oOMeHa, a, Ciae10BaTelIbHO, 1 KOCTHOI'O METa00In3Ma.

B nocnennee roapl oTMeuaeTcsl 3HaUMTENBbHBIN pocT 3a0oneBaemoctu III'TIT, uto cBA3aHO ¢ paciupe-
HUEM JUarHOCTHYECKMX BO3MOXKHOCTEH U MPOBEICHHEM CKPHHHUHIOBBIX IIPOTPaMM, HAMPABICHHBIX HA €T0
BbIsiBJIcHHE. [10 JaHHBIM pa3NUYHBIX aBTOPOB YAaCTOTA BBIABIIEHHS BCEX CIIydaeB THIIEpIapaTupeos3a Koyed-
netcst oT 1:500 o 1:2000 HaceneHus B 3aBUCHMOCTH OT moia M Bo3pacta [1]. B IlIBenuu mpoBoausiock
CKPUHHHMHIOBOE O0CJICZIOBaHUE BCETO HACEICHHMS U YKa3bIBAJIOCh, YTO 3aboisieBaeMocTh cocraBmia 1:200.
Esxeromnas 3aboneBaemocts: 0,4-18,8 ciyuaes Ha 10 thIc. wen. [1uk 3aboneBaemoctn npuxoautcs Ha 60—70 rer.
V sxenuuH [II'TIT BeisiBnsercs B 3—4 pasa yailie, 4eM y MY>KUHH.

Bo mHorux crpanax CHI" runepnapatupeo3 IpakTH4eCKH HE AUArHOCTUPYETCs], OOJIBbHBIM IPOBOANUTCS
JUTMTENbHOE JIeueHHe 3a00JIEBaHHM, SIBIISTIONINXCS HE MIEPBUYHBIMH, & €70 OCIOKHEHUSMH (HEPPOKATBIIHO3,
OCTEOIOPO3, XOJEIUTHA3, A3Ba XKEIyAKa U ABEHAAUATUIICPCTHOMN KHUIIKH, apTepualibHasi TUIIEPTEH3MS).

Ilenw

W3yunth W mpoaHANM3UpPOBATh JUTEPATypHbIE AaHHBIE O TOMYJISIIMOHHOW YacTOTE€ BCTPEYAEMOCTH,
CTpYKTypHO-MOp(osornueckux ocodeHnoctsx [II'TIT.

Pe3ynomamot uccied08anus u ux oocyrycoenue

AHanu3 UCTOYHHUKOB ITOKa3al, 4o Hanboinee yactoi npuunHoit [II'TIT sBusercs mapaaneHoma (ageHo-
Ma MapalTOBUAHBIX Jkene3) — okoio 80 % ciydaeB. Macca ageHOMBI MoXeT cocTaBisTh ot 0,1 1o 3040 r.
Jlokanu3yroTcst aieHOMBI MTPEUMYILIECTBEHHO B HI)KHUX TMApalIUTOBUAHBIX Jkene3ax. Bropoii, mo pacmpoctpa-
HEHHOCTH, NMPUYMHON THIEprIapaTUpeo3a sBISETCs] TUIepIuiasys MapanuToBHIAHBIX xkene3 — 15 % cirydaes.
Oxoro 4 % ciy4daeB TurieprapaTipeo3a IPUXOIUTCS Ha TIEPBUYHBIA paK MapauTOBUIHBIX JKeres [2].

Criopazngeckne aJeHOMbI MapalldTOBUIHBIX KeJIe3 UMEIOT NMPEUMYIECTBEHHO KJIOHAIBHOE MPOHUCXO-
XKJICHHE, T. €. B X OCHOBE JISKUT OHKOTCHHAS MYyTallusl OJHOM KIIETKU-TIPeIIIeCTBeHHUIBL. B okomo 25 % crmo-
paaMvecKrX MapaJeHOM MOKHO BBISIBUTh MYTALMIO ydacTKa XpoMocoMsbl 11012—13, rae, BeposiTHO, JTIOKAIM30BaH
reH-cynpeccop omyxosneBoro pocta MENIN. OrcyrcTBue npogyKkTa 3TOro reHa MpUBOAUT, KaK IPaBUIIo, K pas-
BUTHIO CHHIPOMa MHOXKECTBEHHBIX SHIOKPHHHBIX Heorwasuid (MOH) |, mpu xotopom HabiIromaeTcsi pa3BUTHE
OITyXOJICH HE TOJBbKO MapalIuTOBUAHBIX JKeJle3, HO MOKETyI0UHOM kene3bl 1 runodusa. Taxke B 40 % ane-
HOM TIapaIlUTOBUTHBIX XKeje3 00HAPYKMBACTCS OTCYTCTBHE ajljiess Ha xpomocome 1p (1p32pter).

B renese oxono 4 % cinyuyaeB mapaageHOM BBISBIICH APYrol HE MEHee Ba)KHBIN JIOKYC XpOMOCOMEI 11,
BKIIIOUaromuid red uukiauHa D1. PaspeiB ¢ mocneayromeii mHBepcHel yyacTka XpoMocomsbl 11 mpuBoawT,
KaK TpaBmuiIo, K 3kcrpeccun nukianHa D1. Hukaun D1 perynupyer KI€TOUHBIA LUK, U €0 CUHTE3 KOHTPO-
nupyercst mpoMotopoM naparupeounnHoro ropmona (I1TT), koTopsiid, ecrecTBeHHO, Hanboee akKTHBEH B
KJIETKax MapaniuTOBUIHBIX jKeie3. bonpinmne konmdectBa nukianHa D1 cunTesupyrores B Gl-hasy knerou-
HOTO IIMKJIa U CITOCOOCTBYIOT BXOXJICHHIO KJIETOK B MHTO03. TakuM oOpa3oM, crenupudeckoe sl napaiim-
TOBHHBIX KeJie3 HapylleHHe PEryJsaldd KIECTOYHOTO IUKJIA C IMOBBIIIEHHEM MHTOTHYECKOW aKTHBHOCTH
MPUBOJIUT K YCUICHHOW Npoiudepanny KIETOK U, COOTBETCTBEHHO K M30bITouHol npoaykuuu I1TT [3].
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IIpu nacneacTBeHHBIX cuHApoMax — MOH |, MOH I1A u u3o0nupoBaHHOM CEMEHHOM THIEepIIapaTHpe-
o3e tTuna 1 u Tuna 2 — III'TIT nums B 12-15 % cnyyaeB oOycnoBieH runepriasueil napauTOBUAHBIX JKe-
J1e3, OCTaJIbHbIE — CBA3aHBI ¢ JOOPOKAYECTBEHHBIMH U 3JI0KaYECTBEHHBIMU OMyX0oJsiMH. Bee aTn cocrosHus
HacJeAYITCA KaK ayTOCOMHO-IOMHHAHTHBIM NpHU3HAaK. J[MarHOCTHKA reHeTH4eCKuX Ae(eKToB, JexKalux B
OCHOBE JIaHHOHW MMAaTOJIOTHH, MO3BOJISIET OLEHUBATh PUCK 3a00J€BaHUS Y POACTBEHHUKOB TALMEHTOB U TLa-
HUPOBATh NPOPUITAKTUIECKUE U JIeUeOHBIE MEPOTIPUSATHSI.

o xonma nporuroro Beka III'TIT Bcerma paccMmarpuBaics, Kak 3a0ojieBaHUe, UMEIOIIEE JOCTATOYHO
SAPKYI0 KIIMHUYECKYIO KapTUHY, KOTOpas MPOSABISAETCS TSDKEJIBIMUA KOCTHBIMHU Je(OpPMALUsIMK U TIepeioMa-
MU, PEUUIUBUPYIOMIUM HEPPOIUTHAZ0M, TIOITOMY AUATHOCTUPOBAJICS MO3AHO, & BCE MAlMEHTH MOJBEpra-
JUCh Xupyprudeckomy nedenuto. B 60 % cmyuaeB 3aboneBanne MaHU(pECTHPOBAIO MATONIOTHEN TOYEK,
B 25 % — KOCTHBIMU HapyIIEHUSMH, U TOJIBKO B 2 % ciaydaeB HaOmronazace beccuMinToMHas hopma.

B mocnenHee aecstunerye B psiie CTpaH B allTOPUTM PYTHHHOTO 00CiIeI0BaHMsl OBUIO BBEICHO ONpesese-
HHE YPOBHSI KaJIbLIS CBIBOPOTKU KPOBH, KOINYECTBO MAJIOCUMITOMHBIX M OeccuMnToMHbIX ciaydaeB LI TIT cra-
JI0 BO3pacTaTh. bpUIO BBIIBIECHO, YyTO UCTHHHAS yactora [II'TIT B momyssiuu 3Ha4nuTEIbHO IPEBOCXOJUT Npe-
nosnaraeMylo paHee, BCIEACTBUE KIMHUYECKUX (OPM CO CTEPTON CHMIITOMATHKON M HE COIPOBOKIAFOLIMXCS
KJIaCCHYECKOW BBICOKOW THIIEepKanbliieMuell. B pesynpTare, BO3HHK BONIPOC O MEJULMHCKON M 9KOHOMHYECKOH
LIeTIeCO00Pa3HOCTH MPOBEICHMUS OOJMIaTHOIO XUPYPTrUUECKOTO JICUCHUSI CPeId IUarHOCTUPOBAHHBIX MAL[IEHTOB.

B 1990 r. 6511 ipunasar [lepsriii KoHceHCYC 0 MOKa3aHUAX K XUPYPTUIECKOMY JICUCHHUIO THIIepIapaTH-
peo3a, paccMaTpHUBaONIMK BO3MOXXHOCTh HAOOACHUSI U KOHCEPBATUBHOTO BEACHHUS MAIIMEHTOB C MSTKOH
¢dopmoii 3ab6oneBanus. OgHAKO, IO CUX MOP B CBSI3U C OTCYTCTBHEM IIOJHON MH(POPMALUN O MHOT00Opasuu
kmangeckux nposiaernid [II'TIT, a Takxe 00 0COOEHHOCTSIX €ro MPOrPEeCCUPOBAHMS, HE TOCTUTHYTO OIpe-
JICTICHHOCTH B KPUTEPUSX Kiaccu(uKauy 3a00JeBaHus, a TAKKE B MOKA3aHUIX K Pa3IMYHBIM METOJIaM Jie-
yenus. OcraeTcs He SICHBIM, SBJIACTCA JIU MAT'Kas (I)opMa CaMOCTOATCIIBHBIM TCUCHUEM 3a6OHCBaHI/IH nJIn 3TO
HavalpHas CTaaus MaHU(PECTHON KIMHHYECKOW KapTUHBL Psn mcciieoBaHW Takke CBHACTENBCTBYET O
BO3MOXXHOCTHU AJIUTCIIBHOI'O (HpaKTI/I‘IeCKI/I HO)KPI?;HCHHOFO) ZIO6pOKa‘-I€CTBCHHOI‘O TCUCHUA 6CCCI/IMHTOMHOF0
MI'TIT y mocraro4no OONBINONM YacTH MAIIMEHTOB, HO BEPOSATHOCTH MPOTPECCUPOBAHMS, MO Pe3yabTaTaM psi-
Jla aBTOPOB, cocTaBisieT oT 23 1o 62 % B Teuenue 10 ner.

Takum 00pa3oM, YUUTBIBas BBICOKYIO MEIULMHCKYIO M OKOHOMHYECKYIO 3HaYMMOCTb, W3YUYCHHE pPaclpo-
CTPaHEHHOCTH, MaTOT€HETUYECKUX U 3TUOJIOTUUECKHUX OCHOB U cuHApoMaiibHOU cTpyKTyphl [II'TIT siBnsiercs on-
HUM U3 HauOoJiee aKTyalbHBIX BOIIPOCOM 3HAOKPHUHONOTMM. Pa3paboTka anropuTtMoB JUArHOCTHKU M JICYECHHS
MAaLMEHTOB C PA3IMYHBIMU (h)OpPMaMH TO3BOJIUT ONPEACTUTH 00bEMbI HEOOXOIMMON U HanOoJee palloOHAIBHON
BBICOKOCHeHI/IELHI/BI/IpOBaHHOﬁ MCIIPIHPIHCKOﬁ TOMOIIH, OLICHUTH Ka4YC€CTBO U a/ICKBATHOCTL IMTPOBOAUMOI'0 JICUCHUS.

Buoieoown

BapuabensHocTh yacToTsl pacnpoctpaneHHoctd III'TIT B paznuysbIX cTpaHax aucKyTaOesbHA U 3aBU-
CHUT OT YPOBHS JUAIrHOCTUKU U HAJTMYUA CKPUHHHUHI'OBBIX IIPOTpaMM.

[NepBuuHBI TUTIEpIIAPATHPEO3 SIBISIETCST AKTYATLHOW MPOOJIEMO HE TOIBKO B KITMHIMYECKON SHJOKPHHOIIO-
T'MH, HO ¥ B MOP(OJIOTUH, TaK KaK B HACTOSILIEE BPEMs HE CYILECTBYET YETKHX KpUTepHeB 11 T hepeHIHaIbHON
JMarHOCTUKY MEXTy TUIIEpILIa3Hei 1 aeHOMOH NapaliTOBUIHON Kee3bl, 0COOEHHO Ha JOONEPallIOHHOM JTarle.
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Cel"O,I[Hﬂ MOJIYy4YCHUC BBICHICTO 06pa3OBaHI/IH, B TOM 4YHUCJIE MCOIUITMHCKOI'0O, HCBO3MOKHO 0e3 BHCAPCHUA
HOBBIX II€JAaroru4cCKux n I/IH(bOpMaHI/IOHHBIX TEXHOJIOTHIA. 21}15[ BBITTOJTHCHU S 06p330BaTeJIBHI)IX CTaHIapTOB,
TUIIOBBIX IIPOrpaMM O6y‘IeHPIH 0 pasHbIM JUCHUIUIMHAM, BKJIKHOYAd KIIMHHUYCCKHUC, HCO6XO,Z[I/IMO HUCIIOJIB30-
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