MPOBJIEMbl SHAOKPUHOMOI W, 2007. T. 53. Ne 6.

C T. N. YCTUHKWMHA, 2007

YK 616.64-008.64-092:612.43

7. V. YCTUHKMHA

OBLUME BOMPOCbLI 9HAOKPMHONOIM N MY>XCKOW MO/I0OBOV CUCTEMbI:

CTPYKTYPHO-®YHKUMNOHAJIbBHAA OPIrAHUSALWNA, STUOTMATOIMEHES3
HELOCTATOUYHOCTU N OCHOBHbIE ®OPMbl HAPYLUEHUI MOJIOBbIX YKE/E3

BoeHHO-MeguunHCKas akagemusi, CaHkT-INeTepbypr

MonoBas cuctema peanusyeT (yHAAMEHTa/IbHYHO
6MOMOrMYecKyto (DYHKLMIO COXPaHEHUs 1 NoAfepka-
HUS npoLiecca XXn3HW. MameToreHe3 obecrneynsaeT pe-
NPOAYKUMIO LeNoro — opraHusmMa, a CTepouioreHes
yepes B/IMSIHWE NOJIOBbIX FOPMOHOB Ha MPOLLECC TpaHC-
KPUMLUMN TEHOB y4acTBYeT B K/IETOYHOM penpoayKumm
4aCTHOro — 6efIKOBbIX BELLECTB B 3TOM OpraHu3me.
Penpoaykums ABMSETCA OCHOBHbIM U CaMbIM C/I0X-
HbIM CBOVCTBOM YXN3HMW.

M3naraemas B HacTosLlelr paboTe KOHuenuusa du-
31010 U NaTONOrMN PYHKLUMK MOMNOBbIX Xese3 oc-
HOBbIBAaeTCA Ha CMHTe3e (DaKTOB U MOMOXKEeHWUA (yH-
JaMeHTa/lbHbIX MeAUKO-6MONOrNYecKMX HaykK € pe-
3ynbTaTtamy COOCTBEHHbLIX KAMHUYECKMX WUCCefoBa-
HWI MO 3TUONATOreHe3y HapyLUEHUIA MYXCKOI penpo-
OYKTUBHOM (PYHKLUWMK, Ha OCMbIC/IEHUM B3aMMOCBS3el
MeXAy MOJSIOBbIMU 1 TOPMOHA/IbHBbIMWN KIeTKamMW roHas
C Mo3uumm 06LLLEOBNONOTrMYECKON Pon N OHTOreHesa
NnosioBoi cuctemsl [4, 16], Teopun (YyHKLMOHAIbHbIX
cuctem [1, 9]. TpoAyKTUBHOe COMOAYMHEHME MOO-
BbIX 1 COMATU4YeCKMX KNeTOK (6e3 3TOro »Kn3Hb B 06-
LWe6bMOMOrMYecKoM rJlaHe HEeBO3MOXHa) 4eTKO Mnpo-
CNeXuBaeTcs Ha MPOTSHKEHUM OHTOreHesa Kak B (hu-
3M0M10MMK, TakK U B reHese HapyLleHuli yHKUuM no-
NOBbIX >Xenes.

Posnib MOMOBbLIX K/IETOK B 3MOGPUOreHese 1 CTPYKTYPHO-
(hYHKUVOHa/IbHOV OpraHu3aLuy penpoayKTUBHON
CUCTEMbI

HacneacteeHHas uHMopMaums 06 opraHusmax, ot
KOTOpbIX MPOM30LLAM MOJOBble KNETKU, MpW OMIomo-
TBOPEHWU 1 06pa30BaHUM 3UTOTbI NepefaeTcs cneayto-
LLIEMY MOKOJIEHWIO, Pa3BUTUE KOTOPOro 0becrneyrBaeTcs
3KCMpeccuer reHoB. B npouecce geneHns 3uroTbl, ne-
pexoasLlero B ApobneHne 1 hopMmnpoBaHUE ABYXCNOM-
HOro Ancka, 060co6/A0TCA NONSAPHbIE KNEeTKN 61acTo-
[epMbl, KOTOpble NPONNQEeprpyOT U CTaHOBATCA Mnep-
BUYHbIMK MOJMIOBLIMW KfeTKamu [8], auddepeHumnpyto-
LWMMNCA UCKHOYUNTENBHO B HarpaB/eHUM penpoayk-
TUBHOW (DYHKUMW. Tem cambiM YETKO pasfenstorcs
BEICMaHOBCKMIA, TaK Ha3blBaeMbIN "3a4aTKOBbIN", 1 CO-
MaTUyeckumii nNyTn (reHepaTvBHas 1 comMaTmMyeckas 4ac-
TW BbICTYNAKOT pasfe/bHO eLle Ha JOKNeTOYHOM YPOBHE
>Xn3HM). Mo xofLy OHTOreHesa nosoBble KNETKN Nprob-
peTatoT (PYHKLUMUIO COXPaHEHUs 1 nepegayun nHhopma-
UMM O COMe criefytolemMy — BHY4YaTOMY MOKOJIEHUIO,
TOrja Kak COMaTu4yeckume KIeTKM, MHOFOKpPaTHO Aud-
thepeHUMpYACb, CMELVaN3NPYOTCA B Pas3/IMYHbIX Ha-
npaB/fieHNsX C OAHOM BMOMOrMYeckoi uenblo — obec-
neynTb cpedy A8 NOMOBbIX KNeToK [4].

Pa3Butve nOMNOBOM CUCTEMbI HauMHAETCA Mpwu
onnogoTBopeHun. Monosas X-xpoMocoma AliLekeT-
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K1 n X- nnn Y-xpomocoma criepmatosonga hopmupy-
FOT YKEHCKUI XX 1AM My>KCKOM XY FeHeTUYeCKUiA non
ONNNONAHON 3UroTbl. DKCNpeccus reHoB flokyca BNY
(cekc-aeTepMUHUPYHOLLLETO  pPernmoHa Y-XpOMOCOMbI)
NMePBUYHBIX MOMOBbLIX KIETOK, MUTPUPYIOLLNX B 3aya-
TOK roHafbl, HanpasnseT ANhdepPeHLNPOBKY anuTe-
JNNasibHbIX KETOK MOJIOBOrO BasiMka B K/eTku CepTo-
1, a Me3eHXMMHbIX — B KNeTKM Jleligura, T. e. Npo-
nexoauT guddepeHumpoBka roHagHoro rnona [30, 41,
47]. CekpeTupyeMble kieTkamu CepTonv hakTop per-
peccun MIONEPOBbLIX MPOTOKOB U KneTkamu Jleligura
TECTOCTEPOH Hanpas/AloT AUPHEPEeHLMPOBKY BHYT-
PEHHMX W Hapy>KHbIX TEHUTA/INIA B MY>XCKOM Harpas-
neHumn [15, 25], ycTtaHaBnvBaeTcs (DEHOTUMUYECKNIA
non (puc. 1).

Mog, BVAAHMEM MMOMOBLIX FOPMOHOB (POPMUPYIOTCA
M opraHbl, KOTOpble OYAyT y4acTBOBaTb B PeErynduuu
byHKUMM ToHag. K 6-i1 Hegene aMOprOHa/IbHOTO pas-
BUTUS MPOUCXOOUT BTATMBAHWE 3KTOAEPMbl MePBUY-
HOM roTKM 1 0bpasoBaHMe kapMaHa PaTtke (3avaTka
afieHormnodgmsa), NpPoOKCMMaibHass 4acTb KOTOPOro B
JanbHelwem aTpoupyeTcs, U ageHormnogus ctaHo-
BUTCA >Xenle30i BHyTpeHHel cekpeunn. K 11-ii Hegene
nosiBNseTcs AnaHuedaibHaa niacTUHKa — npeLecT-
BEHHMK runotasamyca, a K 16-ii Hegene — 3puTenb-
HbIli NepekpecT u runopus. K 20-i Hegene ¢ hopmu-
poOBaHMEM TuUMoTasamMmo-rmnopusapHoOro Komriekca
3aKaHuMBaeTcA nonosas AuddepeHUMpoBKa Mo3ra
[6]. HelpoaHAOKPUHHAA runoTasamo-rmnogmsapHo-
roHagHas Lenb B3aMMOCBA3eli CTaHOBUTCHA MeXaHW3-
MOM CaMOpPEryALUM MOMOBbIX KIETOK B YCNOBUAX Lie-
nioro opraHusmMa. Janee TOHOUMUTBI MYXXCKUX TOHaf
AndhdepeHLMpPYOTCA B CMepMaTOroHUW, XEHCKUX To-
HaZ, — B 00roHnn. CnepmaToroH1m BCTYNAT B NpoLecc
criepMartoreHesa To/IbKO B Ny6epTaTHOM repuose.

B Ae(hMHMUTUBHOI penpoayKTVUBHOW CUCTEME MOJIO0-
Bble K/METKM aKTUBHO B3aUMOZENCTBYHOT C K/eTKamu
CepTonu, KOTOpble MPOAO/IKAKOT WUrpaTb KIHOYEBYHO
PO/ib BO B3aMMOCBS35X MOJIOBbIX K/IETOK C OPraHn3mMom
[2, 5]. Mpwn B3aMMOZENCTBUM CO CMEPMATOrOHUSIMA U
crniepmartoumTamu KneTkn CepTonivn CEKPeTUPYHOT UH-
rM6nH — OCHOBHOE BELLECTBO, TOPMO3fLLee rOHafo-
TPOMHYO (PYHKUMIO Tunogmsa B OTHOWweHUn @Cr,
ero AvMep akTUBWH, aHApOreHcBs3blBatoWMii Benok,
apomatasy, /J0Ka/lbHO KOHBEPTUPYIOLLLYHO TECTOCTEPOH
B 3CTPaAN0/, MHOTOUMC/IEHHbIE (DaKTOpPbI POCTa U ApY-
rme OMOMOIMYECKM aKTUBHbIE BellecTBa, Obecneyu-
BalOLLMe 3IHAOKPUHHbIE, MapakpuHHbIE W ayTOKPUH-
Hble appekTbl [19, 21, 22, 32, 37]. C 06paTHbIM pery-
nmpyowmm ydactnem ®CI- knetkn Ceptonu Bbipaba-
TbIBatOT 1 CEKPETUPYIOT BELLECTBA, YHaCTBYHOLME B pe-
rynaumMm npoLeccoB MUTO3a M Melio3a B cnepmaTore-
Hese [34].



B knetkax Jlengura aHAOreH-
Hblli XONeCcTepuH Mo4 BO3AeNCT-
BMEM CUCTEMbl (DEPMEHTOB KOH-
BEPTUPYETCA B aHAPOreHbl, Mo-
CTynaroLime HenocpeiCTBEHHO B
KpoBOOOpallleHne., B opraHu3me
aHaporeHHble adeKTbl 06YyC0B-
NMBaOT rnaBHbIM 06Pa3oM TecTo-
CTEPOH W ero mMetabonut 5-a-gu-
rmgpotectocTepoH [7]. MNpeobpa-
30BaHMe TeCToCTepoHa B 5-a-au-
rMapoTECTOCTEPOH  MPOUCXOAUT
HernocpeACcTBEHHO B KJIeTKax-Mu-
lWeHAX nofg Bo3gelicTBueMm 5-a-
pefykTtasbl. YacTb aHApOreHos
apomaTusnpyeTcs, MpeBpaLasch
B 3CTPOreHbl. PepMeHTHasa cucTe-
Ma apomMaTtmsaummn pacrnpocTpaHe-
Ha BO MHOIMX TKaHAX W opraHax, B
TOM 4uC/e B rOJIOBHOM Mo3re. Pe-
rynaums npoayKumMn TecTocTepo-
Ha B 3Ha4MTeNbHOW Mepe ocylie-
CTB/IIETCA Ha K/IeTOYHOM YPOBHe
caMuX roHaf, Tak, akTMBaropammu
CYHTe3a TeCTOCTepoHa AB/IAOTCA
CEKPeTOpHble MPOAYKTbl K/eTOK
CepTonnM MHIMOGUH U WHCYINHO-
NnoAo6HbIM (haKTop pocTa, UHIK-
6utopamMn —  AnNuAepMasibHbIiA
(hakTOp pocTa, WHTEPSEeNKNH-1
n ap. [27]. B mecTHOW perynauum
y4acTBYeT 1 caM TeCTOCTEPOH Ye-
pe3 BansaHve Ha J1IM-peuenTtopbl #
apomaTtusaumo Knetkamu Cepto-
nn [45]. LleHTpasibHas perynsaums
CTepouforeHesa B roHafjax oOcCy-
wectengerca J1I,  wvmnynbcHad
CeKpeuns KOTOporo npueBoanuT K
[OVICKPETHOWM CceKpeLumn TecTocTe-
poHa [20].

TecTOCTEPOH TPaHCMOPTUPYETCA aNbOyMUHOM W
CBA3bIBAlOLLMM MO/I0Bble TOPMOHbI N100YNIMHOM, MPU-
YyeM camMy FOPMOHbI PErY/IMPYIOT CUHTEe3 6efkoB, OCy-
LLECTBAAOWMX MX COOBCTBEHHYK TPaHCMOPTUPOBKY
[38]. B KNeTKU-MULLIEHWN MPOHUKAET TO/IbKO CBOOOA-
HbIA TecTocTepoH. OH cocTaBnseT 1—3% oT o6Lero
CO/iep>KaHNsA TECTOCTEPOHA B CbIBOPOTKe. CBsA3bIBaHMe
TECTOCTEPOHA C PeLenTOpPOM, JIOKaIM30BaHHbIM B KJle-
TOYHOM fipe, BNUSET Ha TPAHCKPUMLMIO MHOXeCcTBa
reHoB. Hambonee apknmn apheKTamm TecToCcTepoHa
ABNAIOTCA MNPOLECCbl MOJIOBOV AN (EepeHLMPOBKMY,
pocTa ¥ MosoBOro PasBUTUA, NOALEPXKaHUSA MYXCKOro
theHoTUNA B LEeOM.

YKeHckne
BHYTPEHHVEe
NoJI0BblE OpraHbl:

MaTOuUHble TPYObl
marka

BEPXHAA TpeTb
Brarana

rMnoTanaMmo-runogu3apHbIii KOMMIEKC B 06paTHON
PErYNSILMK MOJIOBBIX XXEse3

yMopasibHass MHGopMaLmMs opraHuama, npeobpa-
30BaHHasi B HEPO3HAOKPUHHBLIE CUTHAsbl, UHTErpU-
pyeTcs B runotasiamyce. o BAMSIHUEM HelpoTpaHc-
MWUTTEPOB K/ETKW FUMoTasiaMyca CeKpeTUpYyHT nnbe-
PVIHbI, B YaCTHOCTM FOHaZ0/IMGEPUH — HEPOropMOoH,
YUacTBYHOLMIA B PEryNsiN rOPMOHa/IbHOM (DYHKLMN
MOJIOBbIX >KE/e3, B OCHOBHOM Yepe3 CTUMY/ISLMIO TO-
HaJ0TPOMOLUTOB afeHornnodusa, Kogupyowmx 6mo-

Knetkn Ceprosin

dakTop perpeccum
Mtofifiep  lbix MPOTOKOB
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Kapuotun 3urotel — leHeTnyeckuii non

Y-xpomocoma
NepBUYHBIX MOSIOBbIX KNETOK

"'eHbl 1okyca

[Monosble Ba/IMKN

Anyko

KneTtkn Nengura

— lFoHagHbIA non

TecToCcTEpOH
Mtonneposbl Bonbhosbl MyXcKue BHyTpeHHue
NPOTOKN NPOTOKM NnoJsioBble opraHb!:
npuaaTok anyka
ceMsBbIHOCALLMIA
NpPOTOK
CeMEHHOI Nny3blpek
ceMsiBblGpachIBaroLLuii
NPOTOK
npeacraresnbHas
xenesa
OnyckaHne Myxckoe
ANYeK B CTpoeHve
6p|0|_|_|Hy|.o HapyHbIX — PeHOoTUNMYecKuin non
nosiocTb reHuTasInii

Puc. 1. AndbchepeHumpoBka My>CKOro nona.

cnHTe3 PCI u J1I [40]. Ha cekpeumio roHagoTPOnHbIX
rOPMOHOB OMpefesieHHOe B/IMAHME OKa3blBalOT MOHO-
aMVHOBble HeliporopmoHbl [31]. BbigeneHune Heili-
pPOTPaHCMUTTEPOB W HEPOrOpMOHOB MOZLY/IMPYyeTCs
MosIoBbIMW TOPMOHAMW, PeuenTopbl K KOTOPbIM pac-
MpOCTPaHeHbI BO BCeX OTAeNIax Mo3ra, B Kope, nogKop-
KOBbIX CTPYKTypax, runotanamyce [36, 43].

PeuenTopbl kK @CI™ pacnosioxkeHbl Ha Knetkax Cep-
Tommn, K JIIT — Ha kneTkax flengura. CenekTmBHas Cek-
peunsa ®CI nn6bo 1T ocyLLecTBAAETCA He CTO/IbKO Be-
LLlecTBaMM TMNoTanaMUYecKoro NMpoCXOoXaeHWs U Mo-
JIOBbIMY TOPMOHaMU, CKOJIbKO MHTMOUHOM, NPoayLm-
pyembiM kneTkamu Ceptonu [42]. TNpwu aTom cnepyet
NMOAYEPKHYTb, YTO BUOCUHTE3 UHIMOMHA NPOUCXOAUT
npu 06sA3aTeNIbHOM MOCTYMN/JIEHUN CUTH&/IOB OT MOJIO-
BbIX K/1ETOK, MHIMOWH M36upaTenbHO noaasnser Kak
6asasibHbIA CUMHTE3 U cekpeunto OCIT, Tak u CTUMyNu-
poOBaHHbIN roHagonmMbeprHom [23]. B cBow o4epenb
BblpabaTbiBaeMble KneTkamu Jleligura nonosble rop-
MOHbI OKas3blBalOT [0303aBMCUMOE OTpuLaTesibHoe
BO3felcTBME Ha cekpeuuto J1I. Takum o6pasom, mo-
JI0Bbl€ KNEeTKM HE TO/IbKO MHULMUPYIOT MPOLECChl Mo-
noBol anddepeHLNPOBKN U opraHmn3aLmm runotana-
MO-rMnon3apHO-roHagHOM Lenu caMoperynaumm,
HO 1 OKa3blBalOT OMNpejenstollee BO3AENCTBUE Ha ee
(PyHKUMOHMpOBaHVe (puc. 2).
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B uvepapxnyecky MNOCTPOEHHOW (YHKLMOHa/b-
HOM cucTeMe rameToreHe3 — HEeMpO3HOOKPUHHAasA
rmnoTanaMmo-runogmsapHo-roHagHas uUenb Mosio-
Bble K/METKM 3aHMMAlOT LEHTPa/IbHOEe MECTO, a Hed-
poropmMoHasibHO  rMnoTanamMmo-runogusapHo-ro-
HagHoOW uUenu oTBOAUTCA MHTErpaunoHHO-Koopan-
HUpPYHOLLIAs PO/b BO B3aMMOCBSI3SIX MOJOBbIX K/1ETOK
C COMOW, cpefoii B LUMPOKOM MOHMMaHun. Ponb
3TO CUCTEMbl COCTOUT B MPOABVDKEHUN YKU3HU —
rameToreHese.

PerynsiTtopHasi Mo OTHOLUEHWIO K MOMOBbIM K/ET-
KaM ropMOHa/ibHasi runoTasiaMo-rmnogusapHo-ro-
HagHas uenb NpeacTaBnseT cobo yHKUMOHasb-
HYyl0 MOACUCTEMY CTepouaoreHe3 — HeWpo3HAOo-
KPUHHBIA TUMnoTanamo-runodusapHblii  KOMIIEKC.
Ee ponb cocTouT B Noafdep>KaHUM CTepouaoreHesa, a
€cn CMOTPEeTb LWIMpe — B MOAAEPXKaHUN afeKBaT-
HOW [N raMeTOreHesa >XU3HEHHOW cpefpbl nocpeg-
CTBOM Yy4acTusi MOJIOBbIX FOPMOHOB B TPaHCKPWI-
UMM TeHOB NMpu 6UOCUMHTE3E GE/TIKOB B OpraHu3Me.

DYHKUMOHa/IbHAs B3aMMOCBS3b MOM0BbIX U COMa-
TUYECKMUX K/IETOK OGecrnevnBaeT 3BOJIIOLMOHHYIO He-
NPePbIBHOCTb MPOLLECCa XXU3HMN.

OTMOMOrMA HeJoCTaTOYHOCTU MOJIOBbIX Kesie3

Co cTpykTypoii AHK, nopoavBLleii BO B3auMO-
CBA3AX CO Cpefoli 6MOMOrnMyeckoe SBMEHUE —

OTuonornyeckas CTPyKTypa HefoCTaTOYHOCTU MOJIOBbIX Xenes

>KN3Hb, CBA3AHO W UHAUBUAYaIbHOE BMON0rNYecKoe
Ka4yeCcTBO >XU3HU. AHOMa/IUN B OpraHn3auumn reHe-
TUYECKOro MaTepuana, OTK/IOHEHUS B YC/OBUAX
cpeApbl BbI3bIBaIOT CePbe3HbIe N3MEHEHMSA B Kackajax
reHOMHOW NPoAyKLUUK, NPUBOASLLME COOTBETCTBEH-
HO K MOCnefyloWmnM BHYTPUKIETOYHbIM, K/1EeTOY-
HbIM, TKaHEeBbIM, OPraHHbIM, HaKOHeL, CUCTEMHbIM
OpraHnU3MeHHbIM MPOSABEHNSAM KOMMEHCATOPHO-
afanTaunMoHHOro Xapakrtepa. 3TU peakuuu, M3Me-
HAS 9HAOMEeHHYIO cpefy W TeM camblM 06paTHO BO3-
[encTBya Ha (PYHKLUMOHMPOBaHMe reHoma, npuBo-
OST K MHOXECTBY YacCTHbIX Ae3ajanTtauuii, B KOHeu-
HOM WUTOre CKIafblBalOLLMXCHA B K/IMHUYECKYHO Kap-
TUHY 3aboneBaHuii. B 3aBUCMMOCTM OT SIOKann3a-
UMM aedekTa Ha YpPOBHe oOpraHusauum reHeTuude-
CKOro maTtepuvana 3TUOMOrnmyeckoe MHOroobpasue
He[OCTaTOYHOCTU TMOJIOBbIX >Kefes3, MnpuBedeHHOoe
HVXXe B JasieKO He McueprnblBaloLLEeM BUAe, paccMmar-
pyBaeTCA Kak XPOMOCOMHbIE, FeHHbIe ¥ My/bTU(aK-
TopuasibHble 3ab60/1eBaHUS.

MeToabl reHOANArHOCTUKM YXXe CerofHs ro3Bo-
NAOT BCKPbITb 3TUOMIOrMYecKoe MHoOroobpasve u
CYLLHOCTb CMHOPOMOB, MPOTEKAKLWMX C IUMOroHa-
ounsmom [3, 33, 35, 39]. B nepcrnekTnBe reHoMHas
Knaccuukaums OpueHTMpoBaHa Ha (yHAamMeH-
Ta/lbHble VCCNefoBaHWSA, WMEIOLLME Lenblo paspa-
60TKY MaToreHeTUYeCKNX W 3TUOTPOMHbIX METOA0B
neyeHns 6onesHeil.

XpoMOCOMHble 3a60neBaHus:
— cuHgpom KnairiHdentcpa (Tpucomus XXY n apyrue BapuaHTbl € JINWHENR X-XpOMOCOMOIA),

— cuHapom TepHepa (MoHocomust X),

— WUCTUHHbIV repmadpoantnam (mosaunumam XX/XY n ap.),
— CMelaHHasa aucreHesuns roHas (mosauvumsm XO0/XY),

— "ynctas" areHe3us roHag (abeppauum NonoBbIX XPOMOCOM),
— cuHgpom MMatay (Tpucomus 13),

— cuHapom 3aBapgca (Tpucomus 18),

— cuHapom [fayHa (Tpucomus 21).

[eHHble 3a60neBaHus:
— cuvHgpomM JeHuc—/[pewa n WARG-cnHApoM (MyTauus reHa, y4acTBYIOLLEro B pa3BUTUM YPOreHUTasIbHOro CUHyca),
— "ynctaa" areHesus roHag (MyTtauums reHa B flokyce, onpefensowem roHagHblii non),
— aZipeHoreHnTasbHbIA CUHAPOM (MyTaumsa reHa, KoaupyoLlero oguH 13 epmeHToB cTeponoreHesa);

— HepocTaToyHOCTb 20,22-aecmonassbl,

— He[O0CTaTOYHOCTb 3-p-rMApoKcucTepons gerngporeHassbl,
— HepocTaTto4yHoCTb 17-a-rugpokcmnasbl,

— HefoCTaTOYHOCTb 21-rmapokcunassbl,

— HefocTaTto4yHoCTb 11-p-rugpokcunasbl,

— HepgocTaTo4yHoCTb 17,20-nmnasbl (gecmonasbl);

— CUHAPOMbI aHAPOTEHHON PE3NCTEHTHOCTU: CUHAPOM PelitheHLuTeliHa, TECTUKYNsSipHas (heMUHM3aLmMs, MYXXCKOW NceBaorepMadpoauTram

(MyTauusa reHa peLenTopoB aHAPOreHoB),

— cuHApoM KasiimaHHa (MyTauus reHa ofHOro 13 (pakTopoB, yuacTBYHOLWMX B MopdoreHese runotasiamyca),
— CepTo/IM-KNeTOUHbIM CUHAPOM, OCTAHOBKA CriepMaToreHesa Ha cTafum cnepmaToLUuToB, Ha CTaaumu paHHUX cnepmMatug, (MyTauums B 1oKyce

Y-XpPOMOCOMbI, CBA3aHHOM CO CriepMaToreHe3om),
— cuHgpom KapTareHepa (MyTauusi reHa AMHenHa),
— remoxpomatos (cBsizaH ¢ reHom HFE),

— gucTtpodhryeckas MMOTOHUSA (MyTaLmMsa B reHe NPOTEUHKMHAa3bl MbILLEYHOW AncTpodun),
— cuUHApPOM HyHaH (Hasmuve cneundnyeckoro Ansi CMHAPOMa MyTaHTHOro reHa NSI).

My bInudpak TopuasibHble 3a601eBaHus:

— comMmaTuyeckne n cUCTeMHble 3aboneBaHus,

— lFeHUTa/ibHble I/IHCbeKLl,I/II/I 1N BOCnanTesnbHble 3abo/ieBaHus,
— BapuKO3HOEe pacLumpeHne BeH CeMeHHOro KaHaTtuka,

— 06yC/noB/IEHHbIE 3K30rE€HHbIMW hakTopamu,

— ayTOMMMYHHbIE,
— ATPOreHHbIEe.
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Puc. 2. Mpsmble (—) n obpaTHble (-—) CBA3W B cUCTEMe rameTore-
He3 — HeNpO3HAOKPUHHASA runoTasiamo-runodusapHo-roHagHas
Lenb.

Helipo3aHA0KPVHHAA TMNoTa/1aMo-rnodm3apHo-
roOHafHas Lenb B MaTOreHe3e HeAOCTATOUHOCTM
MOJIOBbIX YKEsle3

Pa3BuTue NoNoBbIX KNETOK MPOTeKaeT B HepaspbIB-
HOW CBSI3W C pa3sBUTMEM COMAaTUYECKNX KIETOK U COMbI
B Le/loM. PYHKLMOHAIbHO COMa MUrpaeT posb Cpefpl, a
MOJIOBblE K/ETKN — aKTMBHbIE YHYACTHUKN YXN3HEHHO-
ro npouecca, GopMmnpYoLLLErocs B 3TOM cpefe U BO3-
[eliCTBYIOLLEro Ha Hee, posib AUCMNeTYepa B 3TOW cpeje
OTBOAMTCS HEMpO3HAOKPUHHOW rMnoTasiaMo-runogu-
3apHO-TOHAAHOW Lieny B3anMOCBSI3e.

Bo3myLueHuns B cpefe (FreHeTUYECKOro UM HEreHeTu-
YeCKOro xapakrtepa) SBMSAKTCS MCTOYHUKOM abeppauuii
MOI0BbIX KMIETOK, MPU NPEBbILLEHNM HEKOEr0 NOPOroBo-
r0 M3MEHEHUSI COCTOSHMS MOJMIOBbIX KNETOK UX KOnye-
CTBO NMoHmxaetcsa [10, 11]. C oedrUMTOM NOMOBbIX Kie-
TOK CBSI3aHO M3MEeHEHMe 3HAOKPUHHOWM (PYHKLNN KNETOK
CepTonu: MOHMKaeTca BUOCUHTE3 UHTMOUHA, OCHOBHOIO
ropMOHa, 13bmpaTenbHO NogaBnsaroLLIEro cekpeumto PCr
B runogmse [10—14, 24, 28, 29, 44]. HefocTaTOUHOCTb
MHrMbMHa BfeYeT 3a COGOM MO MexaHU3My 06paTHOM
CBSI3M YCWU/IEHVE aKTUBHOCTW FOHaA0TPOMOLUTOB afeHo-
rmnousa, MoBbILAKOTCA BUOCUHTESLI U cekpeuns PCI.
CsasbiBaHe ®CI ¢ peuentopamn Ha Knetkax Cepronv
B (PM3NONOrNYECKNX YC/IOBUSIX BbI3bIBAET YCUEHUE WX
(DYHKLMOHa/IbHOW aKTUBHOCTU, OAHAKO B YCNOBUAX Je-
(hmumTa CUrHaIoB MPSIMOM CBA3W OT MOMOBbIX KIETOK
aToro He npoucxoaut [18]. Tem cambiM opmupyeTcs
MOPOYHbI/ KPYT BO B3aVIMOOTHOLLEHUAX KIeTOK CepTonu
¢ afeHorunogusom (puc. 3).
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PaccTpoiicTBO 3HAOKPUHHOW 1 MapakKpuHHOWM
hyHKUUM KneTok CepToNn CONpPoBOXKAAETCA, MOMU-
MO gedmuuTta UMHIMOMHA, WU3MEHEHWEM CeKpeuun
(hbakTOpPOB poOCTa, aHAPOreHCBA3bIBANOLLEro 6erika,
apomaTm3saunm TeCTOCTepPOHa, CNOCOOCTBYET rmnep-
cekpeuuun JII [11—13, 17, 46]. Perynauus roHag Ha-
YMHaeT paboTaTb B peXXMMe MOCTOAHHOIO Harnpshxe-
HuA. Ceepxdu3vonornyeckasa CTUMyAauMSa afeHo-
rmnom3omMm 1 paccTpOMCTBO MHGOPMaLUM OT Krle-
ToKk CeptonmM MpuMBOAUT K TUMNEPnasun KeTok
Jleiignra, 4TO Kakoe-TO BpeMs Noaaep>xmsaeT BMOS-
He OOCTaTOYHbIV cTepougoreHes [46]. C HacTynse-
HVMeM AeKoMneHcauunm (YHKUMK KneTok Jleigura,
HabnogaeMoli B FMMNEpCTUMYJ/IMPOBAHHOM  SIMYKe
[26], cBA3aHbI comMaTU4YecKne MPOSAB/EHUSA TUMoaH-
nporeHemun (puc. 4).

B nocnepoBaTenbHOCTM BK/KOYEHUS TOPMOH&a/Ib-
HbIX MEXaHW3MOB B MaTOreHe3 HeAOCTaTOYHOCTU TO-
JIOBbIX >Kefe3 MOXXHO OTMeTuTb [11, 12] cnepytolime
cTtagumn (KOIMYECTBEHHbIE U3MEHEHUS) WN CTerneHu
(KauecTBEHHblE N3MEHEHUS).

| cTagms — HapylwleHvne CTPYKTYPHO-(OYHKLNO-
Ha/IbHOTO COCTOSIHUS TMOJMIOBbIX K/1eTOK, FOPMOHa/Ib-
Hble K/NeTKM ANYeK He M3MeHeHbl (YpOBeHb roHafo-
TPOMHbIX ¥ MOJI0BbIX TOPMOHOB B KPOBW COOTBETCTBYET
BO3pacTHOI HOpMe).

Il ctagma — HapylleHne CTPYKTYPHO-(hYHKLMO-
Ha/IbHOr0 COCTOAHMA U AeUMT NONOBLIX KNETOK, Ha-
pyLleHne roOpMOHaNbHOW (YHKLUMKM KneTok CepTonu
(ypoBeHb ®CI" nosblweH, JII 1 TecToCTepOHa — B
npegenax Hopmbl).

Il cTagna — oTcyTCTBUE UM KpalHwuii gedmunT
MOJIOBbIX K/ETOK, pacCTPOMCTBO 3HAOKPUHHOWM (DyHK-
uun knetok CepTonu, runepniasns Knetok JSleigura
(ypoBeHb ®CI" n JIIT noBbllleH, TeCTOCTepOHa — B
npegenax HWKHUX rpaHunL, HOPMbI).

IV cTagma — aTpoua repMUHATUBHOIO 3aNUTENns,
[JeKOMMeHcaumss ropMOH&/IbHOM  (DYHKLMU  KNIETOK

6

NHIrmémH

OTcyTCcTBUE NN
[eduunT nososbIxX
KeTOK

Puc. 3. B3anmocBA3b MOsIOBbIX KETOK C K/eTkamn CepTosiv B pe-
rynaunn cexkpeunn dCr.

N — B HOpMe; 6 — npu AeduLMTE NOMOBbIX K/IETOK.
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Puc. 4. MocnepoBateslbHOCTb BOBJ/IEYEHUA TOPMOHA/IbHbLIX Mexa-
HMU3MOB B natoreHe3 HeAOCTaATOYHOCTWM MOJ10BbIX Xenes.

Ceptonu un Nleligura (ypoeHb PCIT n JIIT BbICOKWIA,
TECTOCTepOHa — MOHWXKEHHbIN).

V cTagmsa — areHesus rMoMoBbIX Xene3 (YpPOBEHb
®CI n /I KpailiHe BbICOKWUIA, TECTOCTEPOHA — KpaiiHe

HU3KWiA).
KnnHnyeckum BblpaXXeHMeM He0CTaTOYHOCTU Mo-
nosbix xkenes I, 11, 11l ctagnin aenaetcs 6ecnnogune, 1V

1V ctaguini — rmnoroHagmsm. YacTHbelA crydali nato-
reHesa HefOCTATOUHOCTM (PYHKLUUM TOHad — AedekT
Kakoro-nmbo 3BeHa, KacarloLLerocs HernocpeacTBeHHO
PerynaTopHoii  rmnotanamo-runogmsapHo-roHagHoli
Lenu 1 BHOCSILLEFO CBOM KOPPEKTUBLI. BMmecTe ¢ Tem
npu nboM K3 TaKMX BapuvaHTOB crepmaToreHHas
DYHKLMSA 3HAYUTENBHO CTpajaeT.

Taknm 06pa3om, aTUO/I0rMyeckoe MHoroobpasme
3a60neBaHnii peannsyeTcsl B PeNpPoayKTUBHOM CUC-
TemMe eAuHbIM MaToreHe3oM, 3aKOHOMEPHO MOBTO-
PSOLWMM HarpaB/eHe OHTOreHesa: OT HapyLUEHWIA
B MOJIOBbIX K/eTKaX — K M3MEHEHUSIM B FOPMOHaJTb-
Hoil uenwn. OuyeBUAHO, 4TO abeppaumy MOMOBbIX
KNETOK, BO3HMKLUME B M0G0V Nepuos pasBuTusS op-
raHnu3ma, K/AVHWYECKN NPOSIBNSIOTCS TOMbKO BO
B3pPOC/IOM >XM3HW — OGecniogviemM, B TO BPEMS Kak
paccTpoCTBO CTEPOUAOTeHHOM (YHKLUWM TOHag B
3aBUCMIMOCTM OT BPEMEHW BO3HMKHOBEHUS MOXET
MposIBUTLCA HapyLUeHUEM MOI0BOM AuddhepeHLN-
POBKW TFEHUTa/INK, HapyLUEHWEM TMOJIOBOFO pa3Bu-
TUS, HapyLleHWEM MOJI0BOW (PYHKLUN.
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HapyLueHnsi nonoso andhepeHUnpoBKU

Bonpoc 0 HapyLUeHUX MOM0BOM AnddepeHLpPOoB-
K/ BCTaeT, MPexae BCEro, Mpu poXxaeHun pebeHka c
Hapy>XHbIMW MOJIOBbIMM OpPraHaMy MPOMEXYTOUYHOI0O
BGUCEKCYa/IbHOTO CTPOEHUSI. B TO >Xe Bpemsi YKEHCKOe
WM MY>XCKOE CTPOEHME HApPY>KHbIX FeHUTaIni He uc-
K/O4YaeT MaTtosiormm MosioBo  AudpepeHUVIpOBKH,
KOTOpasi MOXKET BbISBUTLCS B MybepTate HapyLUeHVEM
MoJI0BOr0 Pa3BUTUSE U BO B3POC/ION YKM3HU HapylLLle-
HMEM MOMIOBOM (BYHKLUMW. B KIMHWYECKOW npakTuke
HapyLleHns NoioBol AndhepeHLNPOBKM paccMaTpu-
BalOT C MO3ULUUM OMpeaeseHNss NMOSIOBOM MPUHaAIeX-
HOCTU KaK aHOMa/IMM FEHEeTUYECKOro, rOHagHOro u
(heHOTMNMYECKOro nona. HapylleHns reHeTuyeckoro
M OonpefensieMoro MM TOHaAHOro noja CBfA3aHbl C
abeppaumsamMm NosIoBbIX XPOMOCOM MW C MyTaumeli re-
Ha, OTBETCTBEHHOrO 3a AN epeHUMPOBKY roHag. Ha-
pyLUeHus heHOTUNMUYECKOro nosia MoryT ObITb CBSA3a-
Hbl C aHOMaJINel FeHeTUYECKOr0 U FOHaAHOro nosa, a
Npyv HOPMa/lbHOM KapuoTuMMe U COOTBETCTBYHOLLEM
eMy roHagHOM MoJie MOTyT 6bITb C/IEACTBMEM ayTOCOM-
HO-PeLEeCCUBHONO Hac/nef0BaHMA MyTauumn reHa ogHo-
ro n3 PepMeHTOB cTepomaoreHesa, 1Mbo peLenTopos
aHZpPOreHoOB, MCMNO/Ib30BaHUSI CTEPOUAHbLIX FOPMOHOB
NN BUPWUIN3MPYIOLLEro 3ab0/ieBaHUA MaTepu.

HapyLueHusi No/oBoro passuTUs

CUMMNTOMOM  HapyLleHus MO/I0BOr0  PasBUTUS,
yCTaHaB/IMBaeMbIM NPU POXAEHUN U B PaHHEM BO3-
pacTe, SBNSETCA OTCYTCTBME OL4HOr0 UM 060UX ANYEK
B MOLLIOHKE, YTO YacTO COMPOBOXAAET Apyrne comaTu-
yecKkre MOPOKU, a MOXKET ObITb eAUHCTBEHHbLIM TMPO-
ABNeHneM 3aboneBaHns. OTCYTCTBME AMYKA CBSA3aHO
mMbo ¢ areHesnen (aHoOpxus), NMMB0O C HapyLLUEHWEM
ornyckaHus (KpunTopxusm).

B [leTCKOM 1 FOHOLLIECKOM BO3pacTe MpU3HaKoM Ha-
PYLLUEHNA TO/IOBOTO Pa3BUTUSA AB/SETCA MpPeXXaeBpe-
MeHHOe M60 OTCPOYEHHOE MOSB/EHME MPU3HAKOB
MoJIoBOro CO3peBaHus. PasnnyatoT UCTUHHOE U NOXK-
HOe MpeXkaeBpeMeHHOoe MosioBoe passuTue. VICTUHHOe
npexxaespeMeHHOe MOJI0BOE pPasBUTME MPOUCXOAUT C
paHHeN akTMBaUnel CUCTEMbI rameToreHe3 — Helipo-
SHOOKPWHHAsA  runoTanamMo-runopusapHo-roHagHas
Lenb, NMO3TOMY ero HasblBalOT MOJIHbIM U 3aBepLUeH-
HbIM. JIOXKHOE npexaeBpeMeHHOe MOJI0BOE pa3BuUTHe
00yCnoBNEHO aBTOHOMHOM rmnepcekpeLner NonoBbix
ropmoHoB nnm XI. OHO Bcerfa HeriosiHoe 1 Hesasep-
LLIeHHOe, He COMpOBOXKAAEeTCH aKTuBaluein rameTore-
He3a, MOXET ObITb reTepoceKcyasibHbIM — MPOSBUTLCS
Yy [EBOYKN HEMOMHbIMK BTOPUYHBLIMU MY>KCKMMWU TMO-
JIOBbIMU MpU3HaKamu, a y MalbuMka — >XeHCKUMMU,
T. €. (DEHOTUMN MOXXET He COOTBETCTBOBATb rFeHeTuye-
CKOMY W TrOHafHOMYy nony.

3aflep>KKa MonoBOro pasBUTUA HabnogaeTca npu
JedmunTe NoNoBbIX FOPMOHOB U XapaKTepusyeTcs OT-
CYTCTBMEM TMOAB/IEHNA BTOPUYHBIX MOJOBLIX MPU3Ha-
KOB Yy Ma/ibuvKka cTaplle 14 net. 3anasfgbliBaHue pu-
31010 MYECKOTO 3aKPbITUA 3NNMU3aPHbIX 30H pocTa B
TakoM C/lyyae NpuBOANUT K TOMY, UTO TpybuaTble KOCTU
NPOLO/MKAKOT PacT W TENTOC/IOXKEHME MPUOBPETAET eB-
HyXouAHble YepTbl. 1aTONOrMYeCcKyo 3a[ep>KKy MoJsio-
BOr0 pasBmUTUA 00YyCNOBAMBAET NEPBUYHbIA MO60 BTO-
PUYHbIV TMNOrOHaAU3M.



HapyLueHnss nonoBon yHKLMN

HapyLieHvne nonosoi yHKUMM npossnseTcs 6ec-
nnogvem nmbo GecnnogveMm M CUMNTOMamMu HegocCTa-
TOYHOCTM aHAPOreHOB, OObEeANHSAEMbIMU MOHATUEM
rMnoroHagunsm.

Becnnoayem Ha3blBatOT HECMIOCOOHOCTb MY>XUMNHbI K
ONIOAOTBOPEHWNIO, €C/U MNPWU  PEryNAPHON MNOI0BOMA
YKM3HN 6e3 KOHTpaLenuum Ha NpoTsKeHun 1—2 net
6epeMeHHOCTM OT Hero He HacTynatoT. OCHOBHas npu-
YMHa MY>XKCKOro 6ecnnogusi — 3TO HapylUueHue criep-
MaTOreHHOM (DYHKUMW AndeK. Y 60/bLUMHCTBA CTpa-
[aeT CTPYKTYPHO-(hYHKUVNOHaNbHOE COCTOSIHWE TOSIb-
KO MONOBbIX K/ETOK. B aTmonormyeckoi CTpykType
6ecnnogns NepBeHCTBYOT MY/IbTU(AKTOPUasbHble 3a-
60neBaHNsl, XPOMOCOMHbIE U FeHHble 60/1e3HU, NMPeos-
najarowive npu runoroHagmMsmMe, BCTPeYaroTcA OTHO-
cuUTenbHO peako [10, U].

['MnoroHagn3M XapakTepu3ayeTcs CUMMNTOMamMu He-
[OCTaTOYHOCTM aHAPOreHoB. Pas3nnuyatoT MnepBUYHbIN
(rMneproHagoTPONHbIN) U BTOPUYHBLIA (FMNOroHag0-
TPONHbIA) runoroHaansm. [lepBuyHas HefocTaTou-
HOCTb MOJIOBbIX >Xefe3 MPOTeKaeT C runepcekpeLmei
rOHaf0TPOMHbIX FOPMOHOB FMNoMu3a, BTOPUYHasA — B
ycnoBusx geuumTa rOHagOTPOMHOM  CTUMYALMN.
Takoe pasfeneHne, OCHOBaHHOE Ha COAep>KaHWun Tec-
TOCTEPOHa W TOHaJOTPOMHbLIX TFOPMOHOB B KPOBW,
BecbMa ycnoBHo. KapTuHa peuunta aHApOreHos,
BN/IOTb A0 (POPMUPOBAHUS >KEHCKOro deHoTuMna y
60/IbHOIO C MYXCKUM FeHeTUYeCKMM W FrOHaAHbIM MO-
IOM, MOXET 6bITb MPY HOPMaSlbHOM GUOCUHTE3e rop-
MOHOB, €C/IM UX peLenums HapyLleHa. [ToHagoTponHas
HeOCTaTOYHOCTb MOXET SABAATbCA CAeACTBMEM Kak
3a6071€BaHNS  TMNOTaIAMO-rMNOdPU3apPHOr0  YPOBHS,
TaKk 1 M30bITOYHON MNPOAYKLMU MOMOBbIX FOPMOHOB
BHe roHaj nMnMbo nx 3K30reHHOro BBeAeHUs. BmecTe ¢
TeM pasfenieHvie Ha MepBUYHY0 U BTOPUYHYIO HeJoc-
TaTOYHOCTb (PYHKUMW FOHa[ BecbMa yAOOHO B MiiaHe
TOMWYECKOW AMarHOCTUKW. B LenoMm nepBU4YHas He-
[OCTaTOYHOCTb BCTPeYaeTcs NMpUMepHO Ha 2 nopsgka
yalle, YyeM BTOpPUYHAS.

MoabITOXMBAA paccMOTpeHue OOLMX BOMPOCOB
SHAOKPUHOIOTMN MY>KCKOW MOJIOBOM CUCTEMbI, MOX-
HO eLle pa3 OTMETUTb CriedytoLLiee.

1. TMepBuYHbIE MONMOBblE K/ETKWU, AETEPMUHUPYS
AnddepeHUNpPOBKY FoHa, TeM CambiM WMHULMUPYIOT
OopraHM3aLml camMoperynauum nocpeacTBoM Henpo-
SHAOKPUHHOI  rMnoTanamo-rmnogumsapHo-roHagHom
Leny B3auMOCBSI3EN.

2. 9TMOMOrMYecKoe MHOroobpasne XpoOMOCOMHbIX,
FEHHbIX U MYNbTU(AKTOPUasbHbIX 3a60/1eBaHNn pea-
NM3YeTCHA B PENpOAYKTUBHOW CUCTEMe eAuHbIM MaTo-
reHe3oM, 3aKOHOMEPHO MOBTOPSIOLLMM Harpas/eHne
OHTOreHe3a: OT HapyLUeHWss COCTOSAHWUS MOM0BbIX Kre-
TOK — K M3MEHEHMSAM COCTOSIHUA TOPMOH&/IbHbIX KJle-
TOK roHafl, KOMNeHCaTOPHOMY MOBbILLEHNIO CTUMY/N-
PYIOLLEr0 BANSAHWA FMNOTanamo-rnom3apHOro Kom-
nekca, W, HakOHeL, AeKOMMeHcaunun CTepoOUAOreH-
HOM (hyHKUMW. YaCTHbIM CcriydyaeM nmatoreHesa Hefoc-
TaTOYHOCTU MOMOBbIX XXeNe3 ABseTca AeeKT cobCT-
BEHHO B rOPMOHA/IbHON Lienn, HO 1 B TAKOM BapuaHTe
COCTOSIHME MOMOBbIX KNETOK rpy6o HapyLuaeTcs.

3. HapyLueHusa coCcTOsHUSA NOJIOBbIX KIETOK, HE Bbl-
XoAsLWwme 3a npejesbl MOPOroBbIX U3MEHEHWUM, MOpo-
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XOALWMX AeKOMMEHCcaUMio FOPMOHa/IbHOM (PYHKLUN
roHaj, nposiBAAOTCA Gecrnioguem.

4. MNpeBbILLeHNe HEKUX MOPOroBbIX M3MEHEHWI MO-
NOBbIX KNIETOK, NPUBOASLLEe K X AeULINTY, BNEYeT 3a
co60oli yepeny W3MeHeHU B (PYHKLMOHa/IbHOM CO-
CTOSIHAM HEeMpPO3HAOKPUHHOM runotanaMo-rmunogu-
3apHO-rOHAAHOM Lenu, 3aBepLuUaroLLytoCs pacCTpoii-
CTBOM CTepoOuJoreHesa B roHajax.

5. HepocTaTOYHOCTb CTEPOWMAOrEeHHOM YHKLMN
MOMOBbLIX >Ke/e3 B 3aBUCMMOCTU OT BPEMEHU BO3HUK-
HOBEHUSI B OHTOreHe3e COMPOBOXKAAETCH KapTUHOM
HapyLLEHNs1 NOJIOBOI ANG(EPEHLMPOBKN TEHUTANTNIA,
MOM0BOr0 PasBUTUSA WU MOMOBOW (PYHKLUN.
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Moctynuna 28.03.07

HOPMATWVBbI YPOBHA TUPEOTPOINMHOIO NMOPMOHA B KPOBW:
COBPEMEHHOE COCTOAHWVE IMPOBJIEMbI

rOY AMNO Poccuiickan MeauuMHCKasa akagemus nocneaunioMHoro obpasosaHns Pocsgpasa, Mocksa

OpHVM 13 Hanbornee ANCKyTabeslbHbIX B COBPEMEH-
HOl TUPEOWAOOrNN SBNAETCA BOMPOC O HOpMaTUBaX
ypoBHA TTI B KpoBu [4, 10]. VHTepec K 31O Npobne-
Me MOHATEH, TakK KakK XOpOLLO M3BECTHO, YTO ornpeje-
NneHvie KoHuUeHTpauun TTI B KpOBM cUMTaeTCs Ha ce-
FOAHSLLHWI AeHb OMOPHbLIM TECTOM B slabopaToOpHOWA
OuUeHKe (PYHKUWNOHa/IbHOIO COCTOSHUS  LUMTOBUAHOM
»Kesnesbl, KOTOPOe MO3BOJISIET CBOEBPEMEHHO BbIAB/ATH
noboe HapyLueHue ee (PYHKLMK, B TOM YUCIE N HA 3Ta-
ne acUMMTOMATMYECKOW runep- M rUNOTUPOKCUHE-
Mun. Tak, nosblLLeHne cogep>xaHua TTI B KpoBu cny-
YXUT Hambosnee paHHUM /1abopaTOPHbIM NPU3HAKOM He
TOMbKO SIBHOWM, HO W YIrpoOXKaemol TUPEOUAHOW nato-
Nornn, B OCOBEHHOCTU TUPEOUAHOW HeaoCTaTOYHO-
CTW. B CBAA3N C 3TUM COBEPLUEHHO OYEeBUAHO, YTO Be-
purKauma TUPEOUHOM HeLOCTaTOYHOCTM BO MHO-
roM 3aBUCUT OT HOpPMaTMBa BEPXHEro rnpegena ypoBHS
TTI B KpoBW. B HacTosilee Bpems MPUHATO CUUTATb,
4YTO KOHUeHTpauus TTI B KpoBu 6onee 4—5 MEA/N
CBWAETENbCTBYET O CHUDKEHUN (DYHKLMN LLMTOBUAHON
>Xenesbl.

HacToswas crtatba ABNSETCA MPOLO/IHKEHVEM AUC-
KyCCUW, NOCBSLLEHHOV HOpMaTMBaM BEPXHEro rnpeje-
na Hopmbl Ana ypoBHA TTI B KPOBW, OTKPbLITON Ha
CTpaHMLax Kak 3apy6exxHbIX, TaKk ¥ OTEeYeCTBEHHbIX
YKYPHaJI0B.

lMoBofoOM A/ 06CYXKAEHNA MOCY>XUW NocnefHue
pekomMeHAaLMM HaumoHanbHOM akagemMmn KavHUYe-
CKoi 6roxmmmnn CLLIA CHU3UTb BepXHUIA Npegen Hop-
Mbl 4518 ypoBHA TTI B kposu ¢ 4 go 2,5 mEa/n [8]. Oc-
HOBaHWeM A5 MPUHATUA NOA00OHbIX PEeLLUeHNA CTanu
pesynbTaTbl  3MUAEMNONOIMYECKOrO  UCCMef0oBaHUA

40

NHANES-111, koTopble NOKa3au, 4YTo npu obcneno-
BaHUM 13 344 nuu, Nofyvarowmx afeKBaTHYH NOLHYH
npounakTnky, yposeHs TTI B KpoBu Bbiwwe 2,5 MEA /n
onpefenancsa He 6onee yem B 5% cnyyaes [11}. Mpwu
3TOM B MCCMefOBaHVe He BK/IOYaiu Te rpynnbl Hace-
JIeHVs, KOTopble MOTEeHUMaNIbHO MOIMN NMeTb OTKJ/IO-
HEHVA B (PYHKUMNOHA/IbHOM COCTOSIHUW LUNTOBUAHOMN
enesbl [11]. MNoxoxue pe3ynbTarbl 6bl/IA NOYYEHbI 1
B EBponeiickom wuccnegosaHnn SHIP-1 [18]. Tak, B
pe3ynbTate obcnegoBaHust 1488 B3pocnbix vy B lMo-
MepaHun He 6osee yem y 5% ypoBeHb TTI B KpoBwu
6bin Bbiwe 2,12 MEa/n [18].

CriegyeT 3aMeTUTb, YTO He TOMIbKO nocse nyo6svka-
UMM pekoMeHZaunin HaumoHasibHOW akafemum Kan-
Hu4eckoli 6uoxmumum CLUA, HO 1 3aA0nro Ao 3Toro B
3apybexkHol nuTepaType CTanv MNOABAATbCA CTaTby,
CBWAETENLCTBYIOLLME O TOM, YTO B3POC/blE MaLUeHThl,
nmeroLLme yposeHb TTI B kpoBu 2—4 MEA/N, no pagy
K/IMHUYECKNX MPU3HAKOB 1 1abopaTopHbIX TECTOB OT-
nnyaroTcsa oT nonynAuumn ¢ yposHem TTT B KpOBU HU-
xe 2 MEa/n. Tak, ewe B 1992 r. J. Staub v coaBT. no-
Kasan, 4to rpyrnna B3POC/bIX CO CPefHUM COAepXKa-
Huem TTI B kposu 3,0 £ 0,3 MEA/n gemoHCTpupyeT
runepapruyeckyro peakumo TTI Ha CTUMYNAUUIO TU-
pPONNGEepPNHOM, YTO, KaK M3BECTHO, CBUAETE/bCTBYET O
CHWKEHUN (DYHKLMNOHANBbHOIO pes3epBa LMTOBUAHOW
»enesbl [16]. CornacHo AaHHbIM BUKIeMCKOro muccre-
[OBaHWA, B rpynre avd, vMMerwmx yposeHb TTI B
KpoBM Bbilwe 2 MEA/N, B nocneayroLwemM valle auarHo-
CTMpYyeTCA MaHUMECTHbIV rmnoTupeos [17]. HakoHew,
y B3pOC/bIX Takoi ypoBeHb TTI accoummpoBaH C Mo-
BbILLEHHbLIM PUCKOM runepxonectepuHemun [7, 9, 14],



