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METABOAUYECKWUE HAPYLLUEHUSA

bl K M3y4YeHUIo
\eHHbIX Ae(deKTOB
BellecTB

228aHM (Iraj Rezvani)

€CKUe COCTOSIHUSI Y neTell 00y-
MMM TeHOB, KOAUPYIOUIUX OTAENb-
1€ MyTaIK TIPUBOJSIT K M3MEHEHUIO
i CTPYKTYpBI OGesika, 10 KoInyecTBa
» Geska. B pesysbraTe HapyuiaeTcs
eTcTByomero 6eka, 6yap To dep-
), TPAHCTIOPTHBIN GeJI0K, KOMIIOHEHT
DaHBI WM CTPYKTYpHbIiL Genok. Bee
HbIe HapyLIEHUs] HOCSIT 00liiee Ha3Ba-
wx dechexmos obmena eewecms.
BO MyTalluil He UMeeT KINHUYECKUX
{ I OTIPE/IeNIIOT MHAUBULYAIbHbIE
210BeKa (2eHemuueckuti NOAUMOPQUIM).
Dbl M3 HUX MOTYT IIPUBOJMTD K Pas-
3a Jlayke CMEepTEeIbHbIM, 3a00IeBAHIISIM,
BASIOTCS OOBIYHO B HEOHATAJILHOM TI€e-
JIbKO TTO3/[HEE.
JIIME B HACTOSILIEE BPEMSI METOUYe-
COBBIE PECYPCHI IO3BOJISIIOT BBISIBJISITH
eHHbie nedekTsl 0OMeHa BeIlecTB
KU3HU €llle 10 KIMHUYECKOTO IPOSIB-

nenusi 6omesnn. PanHee jeueHne TakuxX HapyHIeHU
HepezIKO MPeI0TBPAIIAET UX ITATONIOTHYeCKHUe TOCTe]l-
ctBHsA, ocobenno co croporsl IIHC. Ilupoxoe pac-
MpOoCTpaHeHue MOJyYnIa IPeHaTaTIbHas IUAaTHOCTHKA
psijia TeHeTHYECKUX aHOMAJIMi B rpynmax pucka (CM.
T. 1, 1. 36).

Bpoxnennsie gedexTs 06MeHa BEIecTs MPOsIBIIsI-
I0TCST PA3/IMYHBIMU CUMIITOMaMHU, B TOM YHCJIE MeTa-
GOJMYECKUM AlUZ030M C BHICOKMM MJIM HOPMAJIbHBIM
AHUOHHBIM MHTEPBAJIOM, XPOHMYECKOI PBOTOI, Hapy-
LIEHHEM CO3HAHMUS, CYI0POTaMK, MUOTIATHE, 3a/1ePK-
KO pa3BUTUS, TUIIOTAUKEMUEH, MOBBIIIEHHBIM CO-
JIepKaHIeM OTAENbHBIX METab0MHTOB (AMIHOKUCIIOT,
OpPraHMYeCKUX KUCJIOT MU aMMHAaKa) B KDOBH WJIIH
Moue, crieruduyeckuM 3amaxom (tabm. 132.1), nan
TakuMU GU3UUECKMMU NTPUBHAKAMU, KaK Au3MOpdus,
KapAUOMETaJIHsI, ChIIlb, KaTapaKTa, PETUHUT, aTpodust
3PUTETBHOTO HEPBA, IIOMYTHEHNE POTOBUIIbI, I/IyX0Ta,
KOCTHBI€ AMUCILIa3HH, MaKpotedasIis, renaToMeranms,
JKEJITYXa WK IPpo3 mevenn. Pa3renenne Bcex aTHX
[IPU3HAKOB Ha T€, KOTOPbIE XapaKTePHbI JIs HeOHa-
TaJILHOTO TIEPUOJIA, U Te, KOTOPbIE BO3HUKAIOT NO3/IHEE,
[OMOTAeT YCTAaHOBJIEHUIO IPABUABHOTO JUAarHO3a.

Heouaranpubiii nepuos. 3aboseBanus, nposs-
JLSI0UsUECs: B HEOHATAJIBHOM TIepHo/ie, OOBIYHO TIPOTe-
KaloT HauboJiee TSKEJI0 ¥ B OTCYTCTBUE CBOEBPEMEH-
HOTO JIEYEHUS HEPEKO MPUBOSAT K CMePTH pebeHKa.
CHMIITOMBI, KaK IIPaBUJIO, HecnelnUYHbI 1 HAaIIOMH-
HAIOT NposiBieHus cemncuca. [Ipu nuddepentmanbroit
JIMATHOCTHMKE B 9THX CIIy4asx HEOOXO[MUMO YUUTHIBATh
BO3MOJKHOCTH BPO’KIEHHOTO HapyleHust obMeHa Be-
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1IeCTB, 0COOEHHO B IPYIIaX BBHICOKOTO PHCKA, ¥ IIPO-
BOJIUTH CIelaibHble ncenenoBanus (puc, 132.1).

Tabnuya 132.1
Bposkaennsie HapymeHuss oOMeHa aMHHOKHCIIOT,
CONPOBOKAAIONINECS HEOObIYHBIM 3aAX0M

Tnyraposas atmziemust (tun 11) [ Octpeiit 3anax nora nor

XOKMHCHHYPYHSI 3anax 1iaBarenbHoro bacceiina

I’IaonanepnaHOBaﬂ anuieMust OCT])I:H\;[ 3alax rora Hor

Bonesub kaenoBoro CHpoIia 3armnax KJIeHOBOro cuporia

T'unepmernonntemus 3amnax BapeHOii KamycThbl

MuoxecTBeHHBIH AeUIAT 3amnax KoIaubei Moun

kapboKcuIas

Cunzipom Hapymenusi Bcacsl- | XmenbHOH 3amax

BaHHS METHOHHUHA

DeHnKeToHypyst 3amnax MblIIeil WM TUIeceH

Tpumerunamunypusi 3amnax TyxJIo# pbiObI

Tuposunemust 3arax BapeHOH KarycTbl, Tpo-

TOPKJIOro MacJja

IIpu poxzaennu pebeHOK 0OBIYHO BHITJISAUT HOP-
MaJIbHBIM, HO y’Ke Yepe3 HEeCKOJIbKO YaCOB MpPOsIBJIsA-
I0OTCSl 3aTOPMOKEHHOCTD, BSIJIOE COCAHHE, CYA0POrH
¥ pBoTa. Takas AMHAMMKA CUMITTOMOB OTJINYAET BPOXK-
nexubie AedexTsl MeTabonn3Ma 0T MHOTUX APYTHX
HaCJIeZICTBEHHBIX 3a00/IeBaHmii UM IePHUHATAIBHBIX
MHCYJIbTOB, TPU3HAKU KOTOPHIX BUIHBI YK€ B MOMEHT
poxzaenus. B nekoTtopeix ciayvasx (Ipu HapymeHun
I[MKJIa MOYEBHHbI, OPraHU4eCKOIl Ay pUy, HapyIie-
HUHY OKMCJIEHHS )KUPHBIX KUCJIOT) PBOTA HACTOJIBKO
TSDKEJIA, YTO 3aCTaBJIsIeT TPEANONIOXKUTh CTEHO3 TIPH-
BpaTHHKA, KOTOPBIil NHOTAA AEHCTBUTEIBHO MMeeT
MECTO. 3aTOPMOKEHHOCTBD, BSIJIOE COCAHUE, CYAOPO-
TM ¥ KOMa HabII0NAI0TCS U [P TUTIOTIMKeMAM (CM.
ri. 140 u 47) wam runokamsunemun (cm. 1m. 110.5).
OTU COCTOSAHUS TUATHOCTUPYIOT OOBIYHO MO yPOB-
HIO TJIIOKO3BI MJIM KaJbIUs B KPOBHU ¥ MO PEAKIUU
Ha BHYTPUBEHHOE BBE/IEHUE TJIIOKO3bI MU KaJIbIIHsL.
[Tockonpky GOMBUIMHCTBO BPOKAEHHBIX HedeKTOB
o6MeHa BeIeCTB HACJIEAYETCS TI0 ayTOCOMHO-perec-
CHBHOMY IyTH, OHH 0COOEHHO BEpPOSTHBI B CIyYasix
61M3KOpOACTBEHHOTO Opaka poauTenei n/umm rube-
JI1 HOBODOJK/IEHHBIX NPH IPeAIIECTBYOMIUX POIAX.
Hexoropsre BposxaeHHsbie fedekTsl 06MeHa BEIecTB
Gosiee XapaKTepHbI 7S ONPeAENeHHBIX TPYII Hace-
nenust. Hanpumep, Tuposnnemust tumna I wame scrpe-
Jaercs y KaHaaleB (DpaHIy3CKOTO MPOMCXOKIEHMS
(8 KpebGeke). [ToaTomy BbisicHEHHE STHHYECKOH TPH-

HaJIEXKHOCTH GOJIBHBIX TTOMOTag
auarnosa. Ilpu gusuxanvrnom obere
06HapyXUBAIOT HecTenuuIecKne
umymiectserto [[THC. Hepenko Bse
ToMeranus. Baxneiinee quarnocTs
MOKET UMeTh HeOObIYHbIH 3arax p
nenennit (cm. Tabu. 132.1). [pu 6o
CHPOIa, HAIIPUMED, caM peOeHOK i ere
COBEPUIEHHO O0COOBIM 3allaXxOM.
uaznocmuxa o6sraH0 TpEbyeT €
bopamopnvix uccredosanuii. J1ns s
HBIX TIPUYMH HApYIIeHH! 0OMeHa Bem
10T KOHIIEHTPAIMIO [JIIOKO3bI, AMMI:
B KpoBu u pH ceiBoporku (cm. pue. &
HIOBBIIIEHUS YDOBHSI aMMHaKa B KPE
JIEKUT HELOCTATOYHOCTh (DEPMEHTOR
uel. Cozepkanue 6ukapboHaTa B €&
u ee pH npu aTom 06s19HO HOPME
oIpezieIeHYe YPOBHSI aMMHaKa B Kpos
1eii Tepanueil M03BOJISET MPEAOTHR:
nocyecTBUs 3a00/eBanist, Y POBEHE
BU BO3PACTAET U IIPU HEKOTOPBIX HAPY
OPraHUYeCKUX KMCJIOT, HO /ISl TAKHE
TEPEH TSIKEJIBIN al[uIo3. '
Knunnyeckasi cuMnromMaTuka Ha -
HOTO YPOBHSI aMMHaKa, OukapboHaTa
JKET TIPOSIBJIATHCS HAPYIIEHHEM OOMER
HE YYaCTBYIOIMX B [IUK/JIE MOUCBUHB
TJIMIMHEMUH ), WM TANaKTO3bI (Tasas
raJlakTO3eMUH1 Y HOBOPOYK/IEHHBIX BOSM
HOITIMKEMUST, KaTapaKTa, TenaTOMerams
TyXa. 0
Ecan cpouno He Hauarh zeueHu
BPOJKIEHHBIX eheKToB 0OMEHA BElie
IIUXCSI B HEOHATAIBHOM TIEPUOJIE, TIPH
pebeHKa. Y cTaHOB/IEHHE KOHKPETHON
B CIoydasXx Henms30exHoil ruben HOB
KpaiiHe Ba)KHO JUUIS TEHETUYECKOTO KOH
poaureseit (em. T. 1, 1. 32). Heobxomm
K YCTaHOBJIEHUIO AMATHO3a IIPH XK
KaK IIOCMEPTHbIE CCIeI0BAHMS 1Al
HaJZleXXHble pe3yJbTaThl. /luarnoct
onpe/ie/ieHre MeTaboINTOB HITH TIPOAVE
OHOXMMHYECKHUX PeaKImii, IPSMbIe Hoes
TUBHOCTH (DePMEHTOB, aHAJIN3 TeHOMHOR
IIMOHAJIBHBIE TTPOOBI, JIy4eBbie METOMAH
ITHC, a Taxxe usyyenue 6HONTATOB i
HOro marepuaza. [Ipumenenvie macec-cn
TI03BOJISIET ANATHOCTHPOBATH MHOIHE ME}
HapyleHus elme 10 UX KINHUYECKOTD
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NcXogHO MeeTca OAvH U HeCKONbKO
13 Cnepylowwmx NpuU3HaKkos:
a) BAnoe cocaHune
6) psoTa
B) 3aTOPMOXEHHOCTb
r) cypoporu (He cHumatowmecs
B/B BBEEHWEM IMIOKO3bl NN KanbLus)
1) Koma

OnpepgeneHune ypoBHA aMmuaka

B nnasme
Bbicokuin HopmanbHbin
OnpepeneHne ypoBHaA Onpepenexune ypoBHA
CO, v pH kpoBK CO,  pH kpoBM
S NS — T

ait nepuon. Bpoxaennbie nedexToi
¥ KOTOPHIX KJIMHUYECKHE CHMII-
eHHee, 00BIYHO XapaKTepHU3y-
IDHATHBIM TeyeHueM. J[uarnocTuka
| MHOT/[a 3aIla3/biBaeT Ha MeCSIbl
JABHBIE CHUMIITOMBI, KaK IIPABHIIO,
¥ ¥X MHOT/A OIIHO0YHO IPH-
9 HeJIMarHOCTUPOBAHHOTO Tie-

10 MPOSIBJISIOMMXCS] BPOXKAEHHBIX
SIIECTB XapaKTEPHbI 3aZiepikKKa
JECKOTO Pa3BUTHSI, HapyLIeHHe
, CylOpOTH, MUOTIATHS], IIPU-
0i1 ¥ HapylleHneM (PYHKIHUH [eye-

monaTusi. B mpoMesxyTkax Mexay

l

HopmanbHbivi
AHVMOHHbBIN MHTEpBan

€ HOBOPOXKAEHHbIX NPY NOA03PEHNN Ha HapyLleHue obmeHa BelwwecTs. [laHHbIV MPOTOKO/ MPUMEHMM
ansa 6onblUINHCTBA Hapymenwﬁ obmeHa BewecTB Y HOBOPOXAEHHbIX

OCTPBIMH KAUHUUECKUMYU NPOsiGIeHusMu PeOeHOK Bbi-

TJISAIAT 370pOBBIM. [IpHCTYITBI O6BIYHO TPOBOLHPYIOT-

cs1 cTpeccoM Miii MHGEKIUAME, H KaskIbli H3 HHX MO-

JKET 0Ka3aThCs CMEPTEIbHBIM. BpokieHHble 1eMeKThl

MeTabo/IM3Ma CJIeIyeT IPe/IoIaraTh BO BCEX Caydasx:

1) Heo6DBACHUMOMN 3aePXKKH MCHXHYECKOTO M DH-
3MYECKOTO Pa3BUTHUSI, HAPYIIEHHs ABHTATEAbHBIX
(yHKIMIT WK CyLOPOT;

2) nosBIEHUS HEOOBIYHOTO 3aI1aXa, OCOOEHHO B NEPH-
ox obocTpenust 360 IeBaHNS;

3) npucTynoB HeOOBSCHUMOI PBOTHI, AHAO3E, HO-
MYTHEHHS CO3HAHUS MU KOMBI;

4) rematoMeraiuy,

5) MouyekameHHO#t 60se3HH;

6) MBIIIEYHO# C/IA00CTH UM KapAMOMUOTATHH.
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fAaBa 133

HapyweHuns o6meHa
OMMHOKUCAOT

133.1. PEHUAAAAHUH

Wpewi PessaHu (Iraj Rezvani)

Hesamennmas amuHokucI0Ta (heHUIATAHMH TTOCTYTIAeT
B OpPraHu3M C IIMIEH U, eC/I HETIOCPEACTBEHHO He UC-
TO/Ib3YETCs IS CHHTe3a OeJIKa, IPEBPAIaeTcsi B THPO-
3un (puc. 133.1). Hexnocratounocts heHumamaHuHIY-
APOKCHJIa3bl WK ee Ko(epMeHTa TeTParuipobuoITe-
PUHA IPUBO/IMT K HAKOTLIEHHUIO (DeHUTAIAHIHA B KDOBU
u ITHC. Tsxects runepbesniaiaHiHEMUH 3aBUCHT OT
CTeIleHH HeJ[OCTaTOYHOCTH (hepMeHTa. Y poBeHb (heHmIa-
JIAHUHA B IIJIa3Me ITPU 9TOM MOJKET K0J1eOaThCsl OT OYeHb
BbICOKHX (6ostee 20 mr%, wm 1200 MmxM, — kiaccuye-
cKas (PeHNIKETOHYPHS) 10 OTHOCUTENBHO HeGOIBIIIX
(2-6 mr%, nm 120-360 MmxM). Y HOBOPOXAE€HHBIX
C KOHIeHTpauuell eHUIaIaHuHA B IJIa3Me OoJee
20 mMr% 9Ta AaMMHOKHCJIOTA IIPEBpAIaeTcs B (DeHIIKe-
TOHbI ((heHumupysat u enmanerar, cm. puc. 133.1),
KOTOPBIE BBIBOASATCS C MOYOH, OT Y€ro ¥ 3aBUCUT Ha-
3panme Gosnesuu — genunkemonypus. Camu o cebe
bennnkeTonsl He NpUBOAST K Hapymenusm [[HC,
KOTOPbIe (POPMUPYIOT OCHOBHBIE KIMHUYECKHE CHUMII-
TOMBI 3a00/1€BaHusI, ¥ MX YPOBEHb B KDOBH U MOUe
[IPOCTO OTPakKaeT ero TsiKecTb. [IpUUMHON XKe Takux
HapYIIEHUH CYKUT MOBBIIIEHHAs! KOHIIEHTpalus de-
HUJIAJIAaHKMHA B MO3TOBOM TKaHH, IPEISITCTBYIONIAS T10-
CTYILIEHUIO B Hee IPYTUX KPYITHBIX aMUHOKHCIIOT (TH-
posuHa u tpuntodana). OnucaHsl ciyyay MOJTHOTO
COXpaHEHMsl MHTEJIEKTa ¥ GOJIbHBIX ¢ KIACCHUECKOil
(benunKeToHypHeil, HECMOTDPSI Ha OTCYTCTBHE Jeye-
nust. Cozepxanue dheHunIaIaHiHA B TOJTOBHOM MO3Te
Y TaKKuX GOJIbHBIX 110 JAHHBIM MATHUTHO-PE30HAHCHOI
cnexkrpockonuu u MPT npaktuyecku He ormyaercs
OT HOPMBI.

Kaaccuyeckas peHnAKeToHypus

ITpu ypoBHre dennnananuna B miaszme soite 20 Mr%,
KaK MPaBUJIO, BOBHUKAIOT IIPU3HAKU U CHMIITOMBI
KJIaCCUYeCKOH (peHmIKeToHy pun.

Kiunnyeckne nposiaenus. [Ipu poskaesun netu
BBITJISANAT HOPMaJbHBIMHU. Y MCTBEHHAsI OTCTANIOCTh

Pa3BUBAETCS TOCTEIIEHHO U MOXKET B
B IIepBbIe Mecs1bl )KU3HH. OHa 0ObIYE

CTaTOYHO CHJIBHO, ¥ B OTCYTCTBUE JICUEE
CTBO GOIBHBIX IIPUXOAUTCS TOMEIATE &
yupexaenus. PAHHUM CUMIITOMOM $

3a mpuBpaTHUKA. B nanpueiiem y aere
TUIIEPAKTUBHOCTD C OECIIeTbHBIMY J(BH:
MHYECKUM BpAIIEHUEM M aT€TO30M.
IIpu dusukansprOM 06CIEL0BA
BBITTIANAT 60Jiee CBETIOKOKUMMU, YEM |
Gpatbsi U CecTPhL. Y HEKOTOPHIX OTMEH:
mas cebopeiHas uin HK3eMaTO3HASA Cf
ncyesaer 1o Mepe B3pocaenus. Ot 6oas
HENPUATHBIN 3anax HEHUIYKCYCHOM §
MUHAIOIIMI 3aI1aX MBIIEN WU TLJIECEs
TUYECKUe CUMIITOMBI HEOCTOSTHHBI, O
MXHCTBA OOJIbHBIX eTel MOBBILIIEH
¥ yCHJIEHBI TIy6OKHe CYXOXKHIBHBIE Pedh
MepHO y 25 % 6OJIbHBIX BOSHUKAIOT CYI0]
ueM y 50% HabI0AAI0TCS U3MEHEHHS «
JacThle MPOSIBIECHUS BKIIOYAIOT MUKPOLE
JQIOIYIOCS BIIEPe/l BEPXHIOK Ye/I0CTh € &
CTaBJI€HHBIMU 3y0aMu, TUIOIIA3HIO 3
1 OTCTaBaHUe B pocTe. B Tex crpanax, rae
MaccoBble 00cIe[oBaHNs Ha (HeHIIKETOR:
TOMBI €€ KJIACCHYECKOii (hopMbl HabIIORAR

Aerkue ¢popmbi
runep@peHnAaAaHUHe MUn,
runepPeHUAadAaHNHEe MUS
6e3 peHuAKeToHypUumn

IIpn MaccoBsIX 06cC/e0BaHUAX HOBOPOM
(heHMIKETOHYPHIO BBISIBJISIOTCS CJLydaM, B
XOZIHAsA KOHLIEHTpaIHst heHnIaIaHiHA B 1
U TIpesbiaeT HopMmy (2 mr%, 120 MxM), |
raer 20 mr% (1200 MxM). DeHnikeTons:
aTOM OTCYTCTBYIOT. OZIHAKO € BO3PACTON
ITHC Bce e MPOSIBISIFOTCS M TIOCTENEHHD
py1oT. Y Takux GOJBHBIX HEAOCTATOUHOCTS |
HUHTHPOKCHUIIA3B! WK ee KodepMenTa (
GuonTepuHa) BhIpaskeHa caabee, yeM HPH
cKoii penmkeronypumn. Kinaccudukais ae
rurnepbeHnIaTaHHEMUH B 3aBUCUMOCTH
HH, TI0-BUIIMOMY, HE IMEET KIMHUYECKOTD
Jlobas dopma storo 3abosiesanyisi Tpedye
Hus feduimra TerparuapobuonTeprHa (§
JuarHocruka. Panuas AnarHoCcTUKA T
alaHWHEMHMH OCHOBAHA Ha MAaCCOBOM C
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BODPOJKAEHHBIX (CM. HMIKe), TOCKOJIbKY KIMHUIECKHE
CHUMIITOMBI Pa3BUBAIOTCS 1ocTenenHo. Ilonoxuresns-
HBIe Pe3yJIbTAaThl CKDUHMHTA HEOOXOMMO TIOATBEPK-
JaTh JaHHBIMU KOJTMYECTBEHHOTO OTIpeiesieHust HeHu-
JanaHuHa B ias3Me. IIporpammMer MaccoBoro o6eieso-
BaHMS HOBOPOXKIEHHBIX He TIPEyCMaTPUBAIOT OTIpeie-
JneHus peHnIKeToHOB B Moue. O{HAKO B CTPaHAX, T/ie
TaKye IPOrpaMMBI OTCYTCTBYIOT, MOJKHO TIPEJIOXKHUTD
IIPOCTOI MeTox onpezesneHus HeHUIKeTOHOB (mpoba
C XJIOPH/ZIOM JKeJie3a) y AeTel ¢ 3a/IePIKKOil Pa3BUTHSI
Y HEBPOJIOTMYECKUMU HapyIlIeHusiMu. Bo Bcex cayya-
AX runepdeHnIaIaHnHEMIH He0OX0AMMO HCKJII0YaTh
neduiut TerparugpodbuonTepuHa (CM. HUKE).
MaccoBoe o6cneoBanie HOBOPOXKIAEHHBIX Ha
runeppennnananunemuio. B CIIIA u psge apyrux
CTpaH NPUMEHSIOTCS] Ha/le)KHble ¥ OTHOCUTENBHO He-
ZI0OPOTHe METO/bl MACCOBOT0O 00CIEI0BAHNST HOBOPOXK-
JeHHbIX. Bee eme nmipoko npuMensiercst meton Iatpu,
OCHOBAHHBII Ha TOPMOKEHHH POCTa GaKTEPUii, HO eMy
Ha CMEHY BCe yallle MPUXoAsT 60Jjiee TOUHbIE U KOJIM-
yecTBEHHbIe MeTO/IbI ((hII0OPOMETPHUSI U MaCC-CIIeK-
TpoMmetpusi). Bce oHM TPeOYIOT BCEro HECKOIbKUX Ka-
I1eJIb KPOBH, KOTOPHIE MTOMEIIAIOT Ha (HDUIBTPOBATHLHYIO
Gymary u OTIPaBJSIOT B LEHTPAIbHYIO J1ab0paTOpUIo
i aHaau3a. [Ipyu deHunKeToHypun KOHIEHTpaIKst
(beHnIanaHMHA B KPOBU MOJKET /IOCTUTATH JUATHOC-
TUYECKOTO YPOBHS yXe 4yepe3 4 4 1ocie poXxAeHUs:
Jaxke B OTCyTCTBHE 0enkoBOro mutanus. OQHAKO BO
u36exaHue JOKHOOTPHUIATENBHBIX PE3YIbTATOB, 0CO-
GenHo 1pu Jierkux (opmax 3aboseBanus, KPOBb /s
aHaIM3a peKoMeH/yercst Oparh JUIIb yepe3 24—48 u
TI0CJIe POXK/EHUs1, Korza pebeHoK yke HaKOPMJIEH.
Jleuenne. Llenp neueHysi COCTOUT B CHUXKEHUH CO-
nepxxanus dheHnIananuHa B opranusme. CylecTBy-
IOT TUTaTeIbHbIE CMECU C HU3KHUM COZIEPKaHIEM 3TON
aMHHOKHCJIOTHI UJIH TIOJIHOCTHIO JTHieHHbIe ee. [Tepe-
BOJIUTH ZIeTell HAa COOTBETCTBYIOIYIO AMETY HEOOXO-
IVIMO Cpa3y ke IOCJle yCTAHOBJIeHUs AuarHosa. Ilpu
IIOCTOSTHHOM ypOBHe (heHMHTaTaHNHA B IUIa3Me BBIILE
6 Mr% (360 MxM) ero cozep:kanue B JU€TE [IOJIKHO
OBITH CTOJIB JK€ MAJIbIM, KaK U IIPU KJIaCcCHIeCKOH (e-
HunkeToHypuu. IIpu ypoBHe dennnanannna 2—6 mr%
JMeTHYeCKUe OTpaHIYeHus He pekoMeHayioresi. Kow-
LEHTpaLuio (heHUIATaHNHA B IIJIa3Me CJIeAYeT IOAep-
JKMBaTh MaKCUMaJbHO GJHM3KON K HOpMe. ITockoib-
Ky deHuMamaHUH B OPraHU3Me HE CHHTE3UPYETCS,
Ype3MepHOe OrpaHUYeHMe eT0 IMOCTYILIEHUSI C ITHIei
MOXeT 00yCIOBUTD AeDUIUT ITONH aMHHOKHMCIIOTHI,
MPOSIBJISIIONIUICS] 32aTOPMOXKEHHOCTBIO, OTCTABAaHUEM
B Pa3BUTHH, aHOPEKCUeH, aHeMue, CHIIbI0 U TOHO-

coM. Boamoxna rubesip pebenka. B3
He3aMeHUMOW aMHUHOKHCJIOTON
4TO TPEOYET €r0 MOCTYIIEHUS C el
IIyCTUMOM CTETIEHH OCTATOYHOU THIIER
MUH B IIPOIIECCe JIeUEeHUST OCTAETCH £
€Tcsl, 4TO TI0 KpaiHell Mepe B Ieps
YPOBEHb (PeHUIATAHMHA B I/Ia3Me HyM
B npezenax 2—6 mr% (120-360 mxM
YCTaHOBJIEHA U HEOOXOAMMAasi TIPOA
auetorepanuu. OLHAKO ee OTMEHA Aa
JIMIL YpeBaTa yXyZAueHneM Koo g
ta (IQ) 1 no3HaBaTesbHOI CIIOCOOHE
HBbIE PEKOMEH/IAIIY CBOJSTCS K IPO
Tepanuy Ha MPOTSHKEHUU BCEH K
ITpu smerkux opmax rumepd
00YCJIOBJIEHHON HEZIOCTATOYHOCTHIO
JIPOKCHJIa3bl, 3HAYNTEIBHOTO CHUKEH!
JlallaHWHA B IJIa3Me y/IaeTcsl JOCTUYE &
BBE/IEHUEM TeTParuApPOOUOITEpPHHA. B
SIX OrpaHnYeHust (heHUTAIAaHUHA B 1
MeHee CTporumHu (cM. Huke). [luerores
TIIATEJIbHOTO HAOIONEHNS 32 YPOBHEN
Ha B KPOBH, Y4aCTUsI CIIEIIMAJIACTA- e
POGHOTO MHCTPYKTHPOBAHMS GOJIBHES
cemeii. IIpaBusbHOe JleyeHne TaKuX &
BCET0 MIPOBOIUTH B PETHOHATBHBIX JIeH!
bepemMeHHOCTD y KeHIIMH C THIEP
Hemuel (peHunKeTOHYpHsA y MATEPH
JKEHIIMHA C TUIepheHIaTaHUHEMHUE!
11asi HeoOXOAUMYIO AHETY, TIO/IBEPKEHS
IIOMY PHCKY POJXK/EHHUsI ICHXITYECKH
ro pebenka ¢ Mukpouedaaueir u Hopa
ITH OCJIOXKHEHHUSI 3aBUCST OT YPOBHS
B IIJIa3M€ MaTepy BO BpeMsi HepeMeHH:
MaTh ¢ runepdeHunataHuHeMyei 108
KHMBATbCS COOTBETCTBYIOIIEH /IHETHI K
Bpems Gepemennocti. Heo6xoammo mg
MepHI K YIePXKaHUIO YPOBHS (HeHUTAE
BU HIDKe 6 Mr% (360 mxM). Beex 6oas
A€TOPOAHOTO BO3pPacTa CAEAyeT MPens
BO3MOXKHOCTH POXK/ICHNs y HUX JieTelt £
BPOXKIAEHHBIMU aHOMAJIUSIMU.

MnepdeHnAaAaHMHEMUS,
o6ycAoBA€HHOA AePUunTom
TerparnapobuontepuHa

Y 1-2 % HOBOPOXIEHHBIX € TUIEP(HEHIE
el IMeeT MecTo He[OCTaTOYHOCTD O/[HOTE
TOB, YYaCTBYIOIIUX B 0Opa30BaHUU



yuieHus oOMeHa aMUHOKUCIOT
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. HeBposiornueckue HapyuieHus
DEHNJIKETOHYpUel HapacTaloT, He-
1e HOPMAJbHOTO yPOBHS (e-

WJa3 THPO3MHA U TpunTodaHa.
JePMEHTA yUacTBYIOT B GHOCHHTE3e
pa nodamuna (cMm. puc. 133.2) u ce-
c. 133.5). TerparuapobuonTepus

groM 1 NO-cuHTa3bl, KOTopas Ka-
JBaHMEe OKCH/IA a30Ta U3 aprMHUHA.
s eyiuT TeTparuApoduonTepHHa
TMPOBATH HA CAMbIX PAHHHUX CPOKax

‘Ha HEI0CTATOYHOCTD 3TOTO Kodep-
ex 00JIBHBIX € (DEHNIIKETOHYpHEH

ABHBIX peakiuii (cM. puc. 133.1).
[BOJIUT HEAOCTATOYHOCTD YEThIPeX
uem B 50 % ciyyaeB BBISIBJISETCS
-IMPYBOWJITETPATUAPOIITEPHHCHH-
e mposBaenus. [unepdennnananm-
gas1 ipy 0OCIe[OBAaHUY HOBOPOJXK/IEH-
TOHYPUIO, MOJKET yKa3bIBaTh Ha Jie-
wobuonTepuHa. Y poBeHb eHuana-

i 3TOM MOJKET ZIOCTUTaTh TaKOBOTO

Tupo3suH

TUpOoKCH

Tupo3nHasa

LODA-X1HOH E

W E

Mt ;
7 N ;

l |

QeomenaHuH SymenaHuH
(»kenTo-KpacHbii (4epHbin
nonumep) nonumep)

e

Puc. 133.2. [lpyrue nytn obmeHa TMpo3unHa:
emus, 0bycnoBneHHan Aeduunutom TetparnapobuonTeputa (cm. puc. 133.1); BH, — AUrMaPO6NONTEPUHXMHOHOUA;
. DepMeHTbI: 1 — TMPO3NHIMAPOKCUNasa; 2 — AekapboKcunasa apoMaTinueckix L-ammHoknenoT; 3 — godamnHri-
npoKcunasa; 4 — denunatunamun-N-meTuntpaHcpepasa

IpU KJIacCHYeCKo# (DeHNIKeTOHYPUH MM HAXOAUTH-
cs B IpefieJiaX, XapaKTepHBIX i 6oJiee yMEepPeHHbIX
dopm runepdennnananunemun. Ilocne 3-mecsunHoro
BO3pacTa, HECMOTPS Ha AUETOTEPAITHIO, Hab II0AAKTCS
TaKKe HEBPOJIOTHYECKUE CUMIITOMBI, KaK HeJlepkaHe
TOJIOBBI, TUTIOTOH¥SI MBIIIIL TYJIOBUINA («0OBHCAIOMINI
pebeHOK» ), HeJlepyKaHue CJIIOHbI, 3aTPy/AHEHHOEe 110~
TaHWe U MUOKJIOHHYECKHEe CY0POTH.
Juarnocruka. Jedunur rerparuapobuontepuna
1 BO3MOKHOCTh €r0 KOPPEKIIMH yCTaHaBIMBAIOT € N0~
MOIIBIO OJHOTO U3 CIeAYIONINX MCCTIeI0BaAHMIL
1. OmupenenexHue ypoBHs HeONTepuHA (MPOAYE-
Ta OKHMCJIEHHUsI IMTUAPOHEoNnTepUHTpHDOocHaTa)
u 6uonreprHa (MIPOAYKTA OKUCIEHUS ANTHAPO-
6uonTepuHa ¥ TETPAruAPOOUONITEPHHA) B MOHE
(cm. puc. 133.1). ¥V 60IBbHBIX € HEOCTATOYHOC-
Th10 [ TO-IuKIOrHAPOIa3hl ¢ MOYOH BBLIEAAETCH
KpaiiHe Majio 3THUX NMpoAyKToB. lIpu HexocTarou-
HOCTH 6-IIMPYBOUJITETPAIHAPONTEPHHCHETASE!
SKCKPEeIUs] HEONTePUHA 3HAUNTEIbHO BO3DACTAET,
a sKckpenusi 6uonrepuHa cHuxaercs. Ilpu nemo-
CTAaTOYHOCTH AUTHAPONTEPUIUHDPENYKTa3hl YPO-
BeHb HEOITePHHA B MOYe HOPMaJleH, HO COAep#a-
Hle GUOTITEPHHA PE3KO MOBBIILIEHO, IIOCKOABKY HpH
HEZ0CTATOYHOCTH TOTO (hepMeHTa JUTHAPOOHON-
TEPHUH He MPEBPAIAEeTCsT B TeTParupoOHonTep .
B Moue 60JIBHBIX € HEIOCTATOYHOCTHIO KapOHHOmA-
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3060AEBAHUS LLUTOBUAHON ,4,

CregpeH Na ®panHum (Stephen LaFranchi)

fAaBa 153

Passutue n pusmoaorus
LLMTOBUAHOWN XXeAe3sbl

AMO6pPUOHAABHOE pa3BuTUe

JIBynonbHas IMTOBUHASI XKeJie3a BIepBbie 0OHApY-
JKMBaeTcs y IJIo/la Ha 7-i Hezesie BHYTPUYTPOGHO-
IO PasBUTHSA, a TUIHYHbIE DONTUKYISPHBIE KIETKI
u xonyony nossisgiores Ha 10-i wemene. Cunres
THpeorn00yIMHa HAYHHAETCS Ha 4-H HezeJIe, MOTJIo-
ueHue iofa — Ha 8—10-if, a cunres u cekpenusa T, u
(B menbineii crenenu) Ty — Ha 12-it negene. B mopgo-
reHese IUTOBUIAHOM Keme3bl U audhepeHIupoBKe ee
KJIETOK IIPUHUMAIOT yJacTHe TPH (paKkTopa TPaHCKPUII-
unu: TTF-1, TTF-2 u PAX8. Ouu B3aumMoze#cTByioT
C IPOMOTOPaMH T€HOB THPEOTrIoby/inHa U HoauaIe-
POKCH/Ia3bl ¥ TEM CAMBIM BJIUSIOT Ha 00Opa3oBaHUe
TUPEOM/THBIX TOPMOHOB. I'UnoTasaMudeckue Heipo-
HBI ILJI0/Ia HAYMHAIOT CUHTE3UPOBATh THPOJIUOEPUH
Ha 6-8-ii Hezene, cucTeMa MOPTANbHBIX COCY/IOB I'H-
nopusa Gopmupyercs k 8—10-if Hexene, a cekpenus
THpoJubeprHa BlepBbie OOHApy)KuBaeTcs Ha 12-i
Hezesie. B reyenne BTOpoil mosIoBUHBI GEpeMEHHOCTH
TUIIOTAJIaMO-TUNIO()U3APHO-TUPEOUIHAS CHCTEMA ILJI0-
Jla NPOZIOJIKAET CO3PEBATh, HO OOpaTHBIE CBSI3U B Heil
(dbopmupyioTcst He patee 3-T0 Mecsila TTOCTHATATBHOIM
xusuu. B muddepennuposke u nposudepanuyn tu-
PEOTPONHBIX KJIETOK THiodusa (Kak ¥ cOMaToTpOI-
HbBIX 1 JIAKTOTPOIIHBIX) BasKHYIO POJIb UTPAET (haKkTop
TpaHckpunuuu Pit-1.

dusuonorus LLUTOBUAHOW XEAe3sbl

OcHoBHast (QYHKIUST IMUTOBUAHON JKe/Ie3bI — CUHTE3
coxepxkamux Hox T, u Ty Yuacrue B cunTese tupeo-

H/IHBIX TOPMOHOB — 3TO €IUHCTBEE
3MOJIOTHYECKAsT PoJib foja. [leTs i
JOJIKHBI TTOJIy4aTh He Meree 30 M
kn, crapume gety — 70-120 mxr %
u B3pocasie — 150 mkr/cyr. B
CyTOuHOe 1oTpebsieHue Hojia Komes
6osee 700 mxr. Mexay 1970-ym
cpeaHee notpedieHne ojga B C !l !
MepHO B 2 pa3a. B kakoii ObI xums
HH MOCTYIAT B OPTaHU3M, IIHTORE
IJIONAET €ro TOJNLKO B hopMe Hoa
JOJIZKAET TOCTYHATh B IIUTOBHARY
I0D, II0KA IPAZIMEHT €0 KOHI[EHTas
LUTAMH ¥ TUIA3MOI He TPEBBICHT
HBIA #0/l HANPABJIAETCS B IIPOCBET |
00pa3yIoTCst TUPEOHIHbIE TOPMOIE
yepes KIeTOYHYIO MeMOpaHy THPOW
ercs 0COOBIM GEeTKOM-TIEPEHOCY IR
c Hatpuem (Na/I-cumnoprep); res
HHUPOBAH.

B peakiuio ¢ TuposunoM B
foaua. rta peakius KaTasiusup,
cuna3oi. OCHOBHON CHHTE3UPYEM
6es0K TUPEOra0byIUH COMEPHKET

ocratkoB Tuposuna. Ilpu ux o
I0TCS MOHO- U JIMHOATHPO3UHbL K
MOJIEKYJI ANIOITHPO3UHA TTPUBO
T, a Ipy KOHIEHCALUH OHON MO
3MHA C OJIHOM MOHOHOJITI/I[)OBHH& 0
TOPMOHBI OCTAIOTCSI B COCTABE THPE
nacaioTes B npocsere (hosmKkyia £
He HOCTYISIT B kiIeTKy. Tupeoraoby.
co6oit KpynHbIi r100y IapHbI T8
JIEKYJISIPHOU Maccoit 0ko10 660 ks
3/I0POBBIX JIIO/IEH OH OOHAPYKUE

HOTPaMMOBBIX KoJtnuecTBax. [Ipu 2
U HENTUA3 U3 THPEOTJIOOYIHHA Bhits
uT,.
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mecKast akTiBHOCTD Ty B 3—4 pasa Beinie
. LllurosuiHas jese3a BoIpabaThiBaeT
sepuo 100 mxr T, u 20 mxr T, M3 npu-
5 B KpoBu T4 Ha /1010 HEMIOCPECTBEH-
WEMOTO IIIITOBUIHOM JKe/1e30ii TopMoHa
b 20 %, ocTanbHOE ero KOJIUYecTBO
EYEHI, TT0YKAX 1 IPYyTUX nepudepnyie-
apu jeitoauposarun T, oz aeiicTBueM
g tuna [. AKTUBHBIM HEHTPOM Jeio/i-
OB aBJsiercs cenennucrent. Takum
“H [IPUHIIMAET KOCBEHHOE yJacTHe B pe-
a 1 passutus opranusma. Oxono 80 %
9 Juis Tunodusa u roJoBHOTO Mo3ra T
no us T, nox xgeiictBuem 5-neitonm-
. YV [710/10B KpbIC, HECMOTPS HA OYeHb
exrpaiio Ty B 11asme, €ro ypoBeHb

. Conepxanne Ty B kpoBu B 50 pas
[, 1o mMenHo T IPUHAIEKUT OCHOB-
uecKast PoJib.
e TOPMOHBI TIOBBIIAIOT HOTpebieHne
MYIPYIOT cuHTe3 (eka, BIAUSIOT Ha
PEHIIIPOBKY TKaHeil, a Takke Ha o6MeH
108 1 BuTaMuHOB. CBOGOIHBIE TOP-
aioT B KiaeTku, rae T, aeifoaupyercs,
8 T,. Bayrpukuerounsiii Ty mocrynaer
IBACTCST C PEIENTOPAMU THPEOUIHBIX
il PEIEeTTOPDI PUHAJIekKAT K Cynep-
ENTOPOB CTEPOUIHBIX TOPMOHOB, Ky/a
OPBI [JTIOKOKOPTHKOUIOB, 9CTPOTEHOB,
pramMuna D 1 petnaon0B. B pasHbix
SHPYIOTCST YeThIpe pasHble N30 OPMbI
MPEOMIHBIX TOPMOHOB — 0Ly, Oy, By 1 Py
HOTANAMYCE OLy-PELeIITOPOM SBIISETCS
waykr rena THRA2 (KOTOpBIH paHbIne
OToOHKOTEHOM c-erb A). Penentopsl
FOPMOHOB COCTOSIT U3 [OMEHA, CBA3bI-
i1 (T,), mapauproro yyacrka un JTHK-
pomeHa (UHKOBOTO Tasbia). Casi-
CIENTOPOM TIPUBOAUT K aKTUBALHH
ITE/BHOTO PETYJISITOPHOTO dJIeMEeHTa
shTaTe IPOUCXOIUT CHHTe3 crenuduye-
enkoB. Takium 06pasom, OIMH TOPMOH
B PA3IIMIHBIX TKAHIX Uepe3 TKaHecte-
shopMBI PerenTopoB THPEOHIHBIX TOP-
ihuytibie 7711 Pa3HBIX TeHOB TOPMOH-
L€ PEryJISITOPHBIE 9JIEMEHTBI, BBI3bIBAET
e o(pdexTrr.
170 % 1ipucyTerByoniero B kposu T, Ha-
YUHOM KOMILJIEKCE C MUPOKCUHCBAIBIBA~

1owum 2nodyaunom. K MeHee BaKHbIM TPAHCIIOPTHBIM
HeaKaM OTHOCHTCSI TUPOKCUHCBSI3BIBAIONIHIA TIpeab-
6yMUH, HA3HIBAEMBIH Mpancmupemunom, u anpoy-
mun. Ha pomo csobogrnoro T, B CBIBOPOTKE KPOBU
npuxoaures: seero 0,03 % ropmona. B kommiexce
¢ THPOKCHHCBA3BIBAIOIIMM [JI00YTMHOM HAXOAUTCHA
1 0Kk0J10 50 % npucyTCTBYIONEro B KpoBU Ts; mOUTH
BCE OCTAIbHOE €r0 KOJMYECTBO CBSI3AHO € aXbOyMMu-
HOM, 1 Ha o110 cBoboanoro T, mpuxogurces 0,3 %.
[ToCKOMBKY TIPU MHOTUX KJIWHUYECKUX COCTOSHUSAX
KOHIIEHTPAINA THPOKCHHCBASBIBAIOIIETO TI00YIHHA
MEHAETCS, TPAKTOBKA C/IBUTOB B cojepxkanun T, mim
T, Tpebyer yuera ypoBHsi 5TOro Gesxa.

PeryAsiums LiMTOBUAHON XeAe3bl

DyHKIMs IITOBUAHOM KeJIe3bl PEryIMpyeTcs TIi-
konporenom TTT, KoTOpbIil BEIPaOATBIBAETCS H Ce-
kperupyercst nepeaneit goaeit runopusa. TTT eru-
MYJIHPYET CEKPEIHI0 TUPEOUHBIX TOPMOHOB, aKTH-
BUDYS aZleHUIaTIUKIa3y B THpoIuTax. OH COCTOUT
13 IBYX HEKOBAJIEHTHO CBSI3aHHbIX CyObe/HuIL 0. 1 [B;
o-cyOheIMHIIIA Ta JKe caMmast, YT0 BXOJAUT B COCTaB
JIT, @CT u XT'. CrienuuyHOCTb KaKAOMY H3 3THX
ropMoHOB nipuzaet B-cyoveannnia. CHHTE3 U CeKpe-
mus TTT cruMyIupyioTcess TPUNENTUAOM THPOJIH-
6epUHOM, KOTOPBII CHHTE3UPYETCA B FHIIOTAaMyce
u nocrynaet B runodus. Tuponrnbepun umeercs u
B JIPYTUX OT/EaX TOJTOBHOTO MO3Tra, a TaKxkKe B psje
BHYTPeHHUX opraHoB. ITomumo cBoeil SHA0KpHHHOI
(dyHKIIMU OH UTpaeT posb u HelirpoMenuaropa. [1pu
CHUKEHHON CEKPEeIu THPEOUHBIX TOPMOHOB CEK-
peuusi Tupoanbepuna u TTI Bospacraer. Beenenue
TUPEOUJTHBIX TOPMOHOB WU YCHIEHHE UX CHHTE-
3a uarnbupyer npoaykuuio tupoaudbepuna u TTI.
Yposenb THPOHOEpHHA B CBIBOPOTKE KPOBH KpaiiHe
HU30K; U3MEPUMBIE €T0 KOJIMYeCTBA UMEIOTCS TOIbKO
y HOBOPOJK/[EHHBIX.

JlanpHelas perysiins CoAepKaHust THPEOUAHBIX
IOPMOHOB B KPOBH OCYIIECTBJISIeTCS Ha repugepun.
[Ipr MHOTMX BHYTpeHHHX Gose3Hsax Ha nepudepun
ymenbinaercs oopaszosanue Ty u3 T,. K daxropam, un-
rnbupyiommm 5-aeitoquuasy T,, oTHOCATCS roJoAa-
HUe, XPOHUUIECKOE HCTOIIEHHE, OCTPhIe 3a00/1eBaHMs,
TaKKe HEKOTOPHIE JIEKAPCTBEHHBIE BEleCTBA. Y POBEHb
T,y MOKET 3HAUNTENBHO CHUMKATDHC, TOT/a KAK COIEp-
sanue T, u TTT ocraercst HopManbHbIM. CHIDKeHKE
ypoBHsi Ty HPUBOIUT, BEPOSITHO, K YMEHBINECHUIO 10~
TpebeHns KICA0POIa, yTHIIN3AIK CyOCTPaTOB OKHUC-
Jienus u obmiei ckopoceTi karabonnsma.
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UccaepoBaHne GyHKUUMU
WUTOBUAHOM XXeAesdbl

Tupeounbie ropMoHbI B CBIBOPOTKE KpoBH. Cy-
IECTBYIOT METO/BI OIIpe/iesieHnst BceX (opM THUPeo-
W/IHBIX TOPMOHOB B chiBopoTke: T,, cBoboxauoro T,,
T, cBobozuoro Ty n guitoaTHpoHHOB. B KpoBu mpu-
CyTCTBYeT Takke MeTabosinyecky naepTHas ¢popma T,
(3,5,3’-TpUIOATUPOHIH) — TaK HAa3bIBAEMBIH peBep-
cusHblil Ty, IIpu TpakToBKE pe3ynbTaToB ONpesmee-
HUS BCEX 9TUX COEJMHEHHH HEOOXOAMMO YYUTHIBATH
BO3pAcT OOJIBLHOTO, OCOOEHHO €CJIN Peub U/IeT O HOBO-
POSKIIEHHOM.

[nmukonpoTen10BLIil AUMep Mmupeoziobyiun CuH-
Te3UPYeTCsa B THPOLUTAX U Yepe3 UX alfMKaJbHYIO
meMOpaHy cekpetupyercsi B Kotouna. Hebomnbmoe,
HO M3MEPHUMOE €ro KOJHYECTBO TONAAAET ¥ B KPOBb.
[Tpu crumysisiny mwuToBUAHOI )ese3st TTT ypoBennb
THPeOorso0y/IMHaA B CBIBOPOTKE KPOBU BO3pacTaeT, a
npu cuvkennn cexkpennn TTI — nagaer. Cozpepika-
HUE TUPEOIJIOOYJIMHA TIOBBIIIEHO Y HOBOPOK/IEHHBIX,
y 60mbHBIX AUGDGY3HBIM TOKCHYECKUM 3000M U JIpy-
TUMU Ay TOUMMYHHBIME 32001€BaHHSIMU I TOBUIHOM
JKeJIe3bl, a TaKyKe y JIUI C 9HIeMuyeckuM 3060m. Hau-
Oosiee peskoe BO3pacTaHue YPOBHS TUPEOTI00yIMHA
HabumoaeTcs npu AnddepeHpoBaHHOM PaKe IHITO-
BUJIHOH eJie3bl. B oTcyTcTBHE 3TOM JKeIe3bl ypOBEHb
THPEOTI00Y/INHA HE HOAAAETCSI ONPE/IeNeHHIO.

ITospimennast konuenrtpauus TTT B coiBopoTke
KPOBHM — O4Y€Hb YYBCTBUTEIBHBIN [IOKA3ATEIb [IEPBUY-
HOTO rMIoTupeosa. B Hacrosiee BpeMst UCTIOTBb3YIOT
meroanl onpezenenus TTT 111 nokorenus (xemouto-
MUHHCIEHTHBIE), KOTOPBIE TTO3BOJISIIOT OTIPEAEsSITh
€ro ypoBeHb JJa)ke B YCJIOBUSIX TTOJHOTO IOaBJIEHUS
CeKpeLy aToro ropmoHa. Ilo 3aBepiennu HeoHaTa b-
HoTo nepuoza cogepxanuie TTI B HopMe He nocTura-
er 1 6 MKE/l/mi1. Beicokast 4yBCTBUTEIEHOCTS HOBBIX
metonos onpeznenenus TTT nenaer HeHy) HOIT IPOOY
¢ THPOIMOEPUHOM TIPH IMATHOCTHKE MHOTHX 3a60J1e-
BaHUH IIUTOBUIAHOM JKe/e3bl,

ITuroBuaHas kesie3a BO BHYTPUYTPOOHOM U HEO-
HaTaJbHOM nepuonax. Hauunas c cepeaunnl Ge-
PEMEHHOCTU ypoBeHb T, B CBIBOPOTKE KPOBH ILIOJAA
HapacTaeT ¥ K MOMEHTY DOXKIEHUs AOCTUTAET TPU-
mepHo 11,5 mxr%. Coznepskanue Ty Takike HaunHAET
yBemuuBaThesi ¢ 20-i1 Hezien 6epeMEeHHOCTH M K KOH-
1y ee cocraBsieT okosno 45 ur/mi. OgHAKO ypoBeHb
peBepcuBHOrO Ty y 1moz1a oueHb BoICOK (250 Hr/mia
Ha 30-ii HeZeste) U K MOMEHTY POKAEHUS CHUKACTCS
no 150 ur%. Konuentparust TTT B chiBopoTKe Kpo-

BU IIPOTPECCHBHO HAPACTAET,
poxzaenus 10 ME/L /. [Tnanes
IIPUMEPHO '/, MaTEePUHCKOTD |
JKeT NOJ/IepKUBATh PasB
MO03ra) 10 HavaJia CHHTE3a 1
COOCTBEHHOM IMTOBUAHOM
MaTepH TOBBIIIAET PUCK HEE
y IIJI0/1Q, & THIIOTUPEOS Y
IIEHCHPOBATHCS MATEPUHCKHM &
B mMomeHT poxaeHus mps
6poc TTT u uepes 30 MuH ¥ 2
koHuenrpanus TTI B ceiBopo
60 ME/l/n. B Teuenue 24 4 &
CTPO CHUIKAETCsI, A B TIOCIE/Y IS
cs1 6oJiee OCTENEHHO [0 YPOBES
Ocrtperit Bei6poc TTT nprsoass
ypoBHs T, (npumepHo x0 16
HO 110 300 Hr/mur) npubIH3HTE:
poxzenusi. Bospacranue yposss
CJIOBJIEHO, B OCHOBHOM, YCHJIE
konsepcueit T, B Ty, 3a neps
xanue T, MocTeneHHO CHUKAE
nepsxkanue T, 3a 1-10 Hememo
Ypogens cBob6ogsOr0 Ty B CHIE
JleTell COCTaBIISIeT IPUMEPHO o4
IeTckoM Bospacte — 210-440
peBepcuBHOTo Ty B TIepBbIe 2 HER
cTosTHHBIM (200 Hr/Min), a K 4-it 8¢
50 ur/mi. [locrymienue MaTepis
LEHTY K IUIOZY He MPENSTCTBYE
[eHHOT'O TUIIOTHPE03a Y HOBOPO#E:
TupoKCHHCBSA3BIBAION M T
Ke KpOBH. B nazme Tupeonmass
10T KOMIIJIEKC C THPOKCUHCBSI3bIB:
ITOT IJIMKOIPOTEH/] CHHTEIHUPYE
HapyleHuy (hyHKIHIL TIeYeHN eng
U3MEHSIETCS, YTO CKA3bIBACTCS Ha
T,. OToT rNOOYINH CBA3BIBAET 1
cyrcTBytolero B miasme T, u 50
HUE BO3pacTaeT npu GepeMeHHOCT:
THiepuoie, a TAKXe IPU PUEMe
TUBOB (3CTPOTEHOB), NepheHa
IIDOTUB, aH/IPOTEHBI, AaHAOOTUYECKS
KOKOPTUKOUZBI U L-acmaparinasa e
THPOKCHHCBSI3BIBAIOIIETO TJI00 Y1
CTBYSl Ha €T0 CUHTe3 B TeueHu. @O
TU/IaHTOMH ) M3MEHSIET TTOKA3aTe s
BU/IHOM JKeJIe3bl UHBIM MEXaHH3MO
€T CHTE3 IIeYeHOYHBIX (hePMEHTOB, P
H YCKOPSIET €ro TOTJIOIEeHHe TKAHAM
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serByloT (heHoGapOUTAT ¥ KapOamMaseriH.
SeKapCTBEHHbIE CPECTBa, 0cobeHHo de-
mbupyior Bzaumozeiicrsue T, u Ty ¢ Ta-
BAIOIMM IJIO0YIMHOM. Y BeTUUEHNE HITH
Hst 9TOTO Oesika OBIBAET U CIIEACTBUEM
i nedexton (cm. 1. 154). Ero yposenb
350 CHUJKaeTcsl Tnb0 M3-3a HAPYUIEHHS
SeHn, 60 13-32 TOBBIIEHHBIX TOTEPH
HpU BPOXKZIEHHOM He(ppOTUYECKOM CHH/I-
I
SIHAHbIe uccaenoBauus in vivo. Co-
aHIE METO/IOB OIpezieJieHHs TOPMOHOB
#eseanl 1 TTT ymMeHbIINIO HEOOXOU-
SBaHNs TOTJIONIEHUS €10 PAIHOaKTHBHO-
AHU3MBI 3aXBaTa ¥ KOHI[EHTPUPOBAHUS
£ MOKHOVOTIEHHUTD, U3MEPsisi [OTJIOeHHe
{mepuo/ mosyBbiBeieHnss — 13 u). Mc-
HPU 9TOM /[03bI PAIMOAKTHBHOTO ioa
) FOPa3/10 MEeHbIIIE, YeM ITPHMEHABIIHECS]
1. IIpu mccieoBaHuY JleTelt IIperoyu-
oBaTh " Tc, OCKOIBKY B OTJINYHE WO
eTCsI [IIUTOBUIHOM JKeIe301, He BXOJs
BHIYECKUX COEJIMHEHUN, a eTo IepUuo
isi coctaBiisier Bcero 6 4. IlpucyrcrBue
 mesieanl (TpY MTO/I03PEHNN HA ee areHe-
MECKOI THPEOM/IHOM TKAHW MM «TOPsI-
L MTOBHIHOM KeJie3e BBISICHSIOT TTyTeM
2 ¢ ¥ Tc-neprexnerarom. Jlyuesas: Ha-
ITOM MeHbIIIe, a KaueCTBO M300paskeHUsI
1eTell MPUMEHSIIOT TOJIbKO B CIydasix
LAHOII JKeJIe3bl.
OBHAHOIM xene3pl. Y 3U uuroBu-
| I03BOJISIET OIPEEIUTh ee JIOKaIu3a-
i hopMy, a TakKe OIIEHUTDb XapaKTep
SP0sHbI wm comuanbiid. [Ipyn moxospe-
SHIO U, 0COOEHHO, DKTOMUIO TUPEOUTHOM
MEHee HaJ[e)KHO, YeM PaIUOHYKIUAHbIe
2. Y3 nmaer BO3MOYKHOCTD OTIPENENUTh
HOMOKeHHe HIUTOBU/IHOM KeJIe3bl y Jie-
SHUEM Ha [IMTOBH/HO-SI3BIYHBIE KUCTHI.
OM TUPEOMIUTE OHO OOHAPY KUBAET
saru rurosxoreHHocT. Y 3Y nosBosis-
HajbIals], ONPeeUTh pasMep 300a
JI0B B HEM.
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fhnaBa 154

HapyweHue ypoBHS
TUPOKCUHCBS3bIBAIOLLEro
rAOGYAUHA

Camu 1o cebe M3MEHEHUS] YPOBHS THPOKCUHCBSA3BI-
BAIONETO IJI0OYIMHA He BBI3BIBAIOT KINHUYECKUX
CUMIITOMOB U He Tpebyior neuerusi, Ouu 06bIYHO 06-
HApY’KUBAIOTCSI CJIYYAiHO DY BBISIBICHUN YPE3MEPHO
HM3KO# MM BBICOKOM KOHIeHTpauun T, 1 MoryT GITh
MIPUYHHON ONIMOOYHOTO ANATHO3A THIIO- WM THIep-
THUPEO3a.

Jlepurum mupoxcuncesavleawezo erobyauna —
CIEIIEHHBIH ¢ X-XPOMOCOMO# JOMUHAHTHBIH ITPH-
3HaK. Bpoxaenusiii neunut atoro Heska yamie Bce-
ro 06HApPYKMBAETCS B XO/I€ MACCOBBIX 00CTe0BAHMI
HOBOPOKIEHHBIX Ha TMIIOTHPE03, KOT/AA B KaueCTBe
[EPBUYHOTO MOKA3aTeNsI UCIOAb3YIOT ypOBeHb T .
Y "Hocutenei aToro nedeKkTa CHUKEHO cozepKaHue
T, B KPOBU ¥ IOBBIIIEHO TIorIomenue T, cMOI0#, HO
konuenTtpanus csoboxHoro T, u TTT B Hopme. OtcyT-
CTBYE WM HU3KUH YPOBEHb THPOKCHHCBS3BIBAIOIIETO
rJ00yJIMHA B CBIBOPOTKE KPOBU TIOATBEPXKAAIOT AMar-
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HO3. DTOT NPU3HAK Yallle BCTPEYALTCS ¥ MAJIbYUKOB,
HOCKOJIBbKY OH CBsI3aH C 1e(heKTOM reHa, PACHONIOKeH-
HOTO Ha KOPOTKOM Iteye X-xpoMocoMsl. Ero yactora
cocrasiser 1:2400 HOBOPOXK/IEHHBIX MATBUHKOB, ITPH-
ueM B 36 % ci1ydaeB ypoBeHb THPOKCUHCBSABBIBAIOIIETO
rioby Ha okasbiBaercs: Hike 1 mr%. Cpenu rerepo-
3UTOTHBIX HOBODOJK/IEHHBIX /IEBOYEK MEHEE TSKesble
opmer redpuituTa aTOTO GEsIKa BHISBISIOTCS € 4aCTO-
toit 1:42 000. ITonusrit ero gedunur (ypoBeHb HUMKE
5 MKI'%) BcTpedaercst ropaszio pexe. B 3 us 8 cemeii
C MOJIHOU TIOTEPeN TUPOKCUHCBSI3BIBAOIIEN CIIOCOO-
HOCTH IJI00y/THHA OOHAPY KEHA My TalMsl, TPUBOASAIIAS
K 3aMeHe JIefiIliHa Ha IPOJIUH B CTPYKType Oelnka;
B JIPYTHX CJIYYasiX IPHYMHONU CHIDKEHUSI CIIOCOOHOCTU
atoro Geska cBsi3biBaTh T, CIYKUIN IPYTHE TOYEUHBIE
MYTallU}, H3MEHSIONINE YeTBEPTHYHYIO CTPYKTYPY
Gesika. ITproGpeTeHHbIN AeHUIUT THPOKCHHCBSASbI-
BAIOLIETO TT00YIMHA HAOMIOAAETCS TIPH JIEYeHNH aH-
JIporeHaMy ¥ ITTIIOKOKOPTUKOH/AMH, TI€Y€HOYHO He-
ZOCTaTOYHOCTH (HO He remaTtuTe) ¥ GONE3HSX TIOYeK
¢ IPOTEeNHypuUeit.

H36vbimox mupoxcuncensviéanuwezo iobyiuna —
ToKe Oe3BPEHbIN CIeNIeHHbIH ¢ X-XpoMOoCOMOit J10-
MMHAHTHBII IPU3HAK, KOTOPbIA BCTPEYAETCSI € YACTO-
toit 1:25 000. Ox o6HapyKuBaeTCs IJIABHBIM 06Pa3oM
B 3PEJIOM BO3paCTe, HO MAcCOBbIe 0OCIE0BAHKS MO-
TYT BBISIBUTH €70 U Y HOBOPOXK/JIECHHBIX. YpoBeHb T, a
uHorzia 1 T4 B TAKKMX CIIyyasix MOBBIIIEH, COEPIKAHUE
cBoboanoro T, u TTT nopmasbHoe, a norontenue T,
CMOJIOH cHMKeHO. /[MarHo3 MOATBEPK/AaeT BHICOKUI
YPOBEHb THPOKCHHCBSI3BIBAIOIIETO II0OYIHHA B ChI-
BopoTke kpoBu. Cozepxkanue T, y HOBOPOXKIEHHBIX
nocruraer 95 MKr%, a yepe3 2—3 Hell. CHUXKAETCS 10
20-30 mxr%. ITomaraiot, 4T0 CTOJIb BHICOKHUI YPOBEHB
TOPMOHA OTYACTH 00YCIOBJIEH (DUBHOTIOTHIECKUM TIO-
BBIIIEHHEM KOHIIEHTPAIIUK THPOKCHHCBSI3HIBAIOIIETO
rno0yauHa M0/ AeUCTBHEM MATEPUHCKUX SCTPOTEHOB.
IIpu u36bITKE 9TOrO OEIKa COXPAHSETCSA dYTHPEOS.
AHaJOTUYHBIH e(eKT MOXKHO BBISIBUTb Uy APYTHX
4JIeHOB ceMbH. [IproGpeTeHHbIi H3OBITOK TUPOKCHHC-
BSI3BIBAIOIIETO IVI00Y MHA HabI0[aeTest ipH GepeMen-
HOCTH, IIPUEeMe ICTPOTEHOB U reraTuTe.

3a I'UIepTUPeo3 MOKHO IMPUHATD CeMelnyio Ouc-
AnNoOYMUHEMUMECKYIO 2UNEPMUPOKCUHEMUIO , HACTIE-
AyeMyIo KaK ayTOCOMHO-ZOMUHAHTHBIN NpU3HAK.
Pesxoe moBbiieHue cBsi3biBaHus T, aHOMaJbHBIM
anbOyMHHOM TIPUBO/JMT K NMOBBIMIEHUIO KOHIIEHTPA-
1} TOPMOHA B CHIBOPOTKe KpoBU. OJIHAKO YPOBEHB
cBobozuoro T, cBoboxuoro Ty u TTT ocraercs Hop-
MasubHbIM. Cozeprkatue o6uero Ty, eciii u noBblie-

HO, TO O4eHb caabo. [Ipu aTom €
eTCsl 9YTHPEO3.
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lMnotupeos

[IpHYMHOI THITOTHPEO3A MOFKET D
CTATOYHAS CEKPEIUsT TUPEOU
dexrsr ux penentopos (Tabi. 158
MOXKET MPOSBJISTHCS CPasy I
XKe ero MPU3HAKY TOSBISIOTCS
AEHCTBUTENILHO IIPUOOPETEHHOE, 4
€Sl TAKOBBIM, @ Ha CaMOM JIeJie A8
KaKoro-nubo BpOKIAEHHOTO Hapys
KJIMHUYECKUM HpOosBiernem. Tep
KOTOPBIH YaCTO HCIIOJIB3YIOT KAl
HOTO TUTIOTHPEO03a, MPUMEHSATHEH e

3

BpOXXAEHHBIN rMNOTUPEOo3

Berpeuarores kax criopaguyuecis
CJIy4au BPOKIEHHOTO THIIOTHPEO3a
Hero). /leuint TupeoniHbIX TOp
TSDKEJIBIM, W €T0 CHMIITOMBI OYe
Hezenu xusHu. [Ipn Meree BbIpaRes
NPOSBJIEHHA JeHIINTa MOTYT [P
JIVIIb YE€PEe3 MHOTO MECSIIIEB. .

dnuaemuonorusi. [lo maHHHN
IIPOTPAaMM MacCcOBOTO 00C/Ie0B
HBIX, PACIPOCTPAHEHHOCTH BPOKAE
o3a cocrasJisger 1:4000. Cpeau adp
Berpeyaercs pexe (1:32 000), qem
tesneit Amepuku (1:2000), u y nesos
4eM y MaJIbYUKOB. :

ITHONOTUS

Huceene3usn wumoeuonoi jeen
HIUTOBUAHON JKese3bl (ariasms,
TOIMS) JIEXKUT B ocHOBE 85 % 2
runotupeosa; 10 % npuxoxaures ma



