OE[EPATILHOE FOCYIAPCTBEHHOE BHOMKETHOE HAYYHOE YYPEXTIEHVE
(HAYYHOUCCTIENOBATENLCKUA MHCTUTYT METULVHCKVX TPOBAEM CEBEPAY
(HA M)

F'Mnotanamo-runodusapHbie
3abosieBaHuA.
O)xxnpeHwume.
MeTabonnueckmm CMHAPOM

OcoxkuHa UpuHa BnaaumuposHa

AOKTOP MeAULIMHCKUX HayK NO 3HAOKPUHONOMUU,
FNABHBIW HAYYHBIN COTPYAHUK



Llenb

1 A3yyeHue rmnoTasiaMo-runodusapHbIX
3a6oneBaHNN, OXXKUPEHUA W
MeTabonimyeckoro cmHapomMma.



1 Cucrtema «rurnoTajzaMyc-runoQusy.
[ unmoramaMu4ECKUE TOPMOHBI.

i [lanrunonuryurapusm.
1 AxkpoMeraiiug ¥ ruraitusM. CoMartoTponruHoma. .
1 CuHIpoM runepripoiaakTuHeMuu. [IpomakTuHoma.

1 Hecaxapnbii quader. Jluarnoctuka. Knnauka.
Jleyenue.

1 OxupeHue. DTUOJIOT U, NATOTCHE3,
KJ1acCu(pMKaIys, KIMHUKA. JledueHue u
npo(pHUIAKTHKA.

1 MeTaboanyecKuil CHHIAPOM.



AHaTOMUSA N PU3NOSIOIMUS
rMNoTanamo-rmnodu3apHon CUCTEMbI

Tanamyc

nvTanamyc

vy /
.‘:27: . ’.-'
CEART et |

mMnodms /

MAOTanamyc N\« %




[ ODMOHbI TUMOTaIaMycCa

= Koptukonmnbepun (+AKTI)
= Tuponn6epun (+TTT, MNMP)

= FloHaponub6epuH (+DCrI, JIIN)
= ComatonubepuH (+IP)

= ComatoctatuH (- 'P, AKTIN)

= lochbamuH (-MNP)
» OKCUTOLUMH

= BazonpeccuH (aHTMANYpETUUECKUH
ropmoH, AAQIN)




[[lopMmOHLEI rUnNogpuUsa

NepeaoHas pons — ageHornnogus
= FopMOH pocTta (I'P)
NMponaktuH (Mp)
ApEeHOKOPTUKOTPONHbIN ropMoH (AKTT)
TupeoTponHbin ropmoH (TTIN)

donnukynocrumynupyrowmmn ropmoH (®CI)
JlrorenHnsunpyrowimn ropmoH (JiIn)

= 3a4AHAA gona — Hempormnodus
= BasonpeccuH (aHTMAMYpPETUYECKUU FTOPMOH)
= OKCMTOLUMH




Perynaumna cekpeuumn I'P

INFLUENCES
+ Muscarinic cholinergic Beta-adrenergic
Alpha-adrenergic Glucocorticoids
Glucocortcoids (acute) (chronic)
Opioid peptides Obesity
L-arginine
Hypoglycaemia/stress

Pitutary
‘ i autoregulation
GH
| Ghrelin
Adipose lissues
Stress
IGF- Ammo Acids
Hypoglycemia

Liver




F'MmnotanaMmo-rmnodusapHbie
i 3aboneBaHuna: Metoabl 06cnenoBaHusa

x ODUsnuKasnbHbIE

= JlabopaTopHble — onpeapeneHme
ropMOHOB

= MHCTpyMeHTaJIbHblE —
peHTreHokpaHuorpacpusa, MPT, KT

= MMepumeTpusa — onpeaeneHue noneun
3peHun



UccnepoBaHue dbyHKLUN

i runocdusa

1. AapeHokopTukanbHasa ocb: AKTI, KOpTU30/
2. TnpeongHas ocb: T4 unu ceob. T4, TTT

3. [oHaganbHaqa ochb:

MY>XXUUHbI - TectocTepoH (9 u), CCI, JII', OCT;
XXeHLUUHbI - actpaauon, JII, ®CI, lNporecrepoH
(Ha 21 faeHb)

= 4. [lponakTunH

= 5. VIHcynuH-noaobHbin daktop pocta 1 (MDP-1)

s 6. OCMONAPHOCTb NNa3Mbl U MOYU



[OpMOHa/IbHO-HEeaKTUBHbIE
aaeHoMmbl runocdpusa (FrHAIN)

NHumpaeHTanoma runodmsa - o6beMHoe obpa3oBaHMe rmnodusa,
CnyyanHo BbisiBneHHoe npu MPT nnn KT, He cOnpoBOXAatoLLIEECs
KIMHNYECKMMM CUMITOMaMMN HapPYLLEHNSI FOPMOHAsTbHOW CEKPeLnmn

. Onyxonu runodgpmsa (no pasmepy):

=  MUKpoageHoMa (MeHee 10 MM)

= MakpoaaeHoma (10-30 mMm)

= MraHTckas ageHoma (bonee 30 Mm)
Onyxonu xma3maJsibHO-CeNIspHoi obnacTu:
= KPaHMOMAPUHIMOMBI,

= MEHUHINOMBI,

= [E€PMUHOMbI

CMMNTOM NYCTOro Typeukoro ceasa — aAnarHoctmposaHHoe npu KT nnu MPT
nponabmnpoBaHne MO3roebiX 060/104eK B MOSIOCTb TYPELIKOro ceana,
NoBJieKLlee CyLLeCTBEHHOEe YMeHbLUeHME BEepTUKAIbHOrO pa3Mepa rurnopusa
(rmnogwu3 pacnnacrtad no AHy n cteHkam TL, nMeeT TONWMHY MeHee 3 MM).



DHAOKPUHHbDbIE NPOoSiBJIEHUNA
‘L aAeHoOMbl rmnodusa

= [MnonutyntapmaMm (AgeHornnoc

He0CTaTOYHOCTD)
= HecaxapHbin gnaber
= [ MNepnponakTuHemMms

hU3apHas

s CMHAPOM «M30TMPOBAHHOIO» r’MNoMu3a
= XMa3manbHbI CMHAPOM (BuTEMNopanbHas

reMmaHoncus)
= AKpoMeranus U rmraHTu3m




CvHApPOM rMnepnposiaKTUHEeMUn
(I'MP, rmnepnponakTMHEMNYECKNIA
rMNOroHagmsm)

DTHOAOTHSA

1. CamocTonTensHoe 3260neBanme (MUKPOTIPONAKTHHO-
Ma, MakpoIpoaakTHHOMa, nauonaruyeckui I'T)

2. B coyeTaHuu ¢ APYrHMH THNIOTANAMO-THIIO(H3APHDI-
MH 3200/1eBAaHHAMH (TOPMOHAbHO-HEAKTUBHBIE aIEHO-
MBI, CHHPOM «[1YCTOTO» TYPEIIKOTO Ceaia ¥ npoyee)

3. Cumnromarnueckmii I'T (MeaMxamMeHTO3HBIH, Tep-
BUYHbIH TUIOTHPEO3, TIOYEYHAA HEIOCTATOYHOCTD)

Hapyiexis MeHCTpyanbHoro Lnka, 0ecnionie,

Maroreunes

Bnokajga npogakTHHOM LMKJIHYECKOro BbIACAEHHS
ronagonubepuna, JIT, ®CI, runonorenHopas nuc-
(yHKUHA ANYHHKOB, AHOBYIALHSA, THIIO3CTPOTEHHA

ONMUAEMUONOTHSA

_

[lponaxTuHOMa — camas yacTast GYHKIMOHUPY-
[oWas afeHoMa THoGu3a. MHKPONpoIaK THHOMBI
yallle BCTPEYaloTCA Y KeHLHH; MAaKPOMPOIaKTHHO-
MBI — ¢ OHHAKOBOM YacToTO# y 1Mi 060€r0 Mnona.
THnepnponak THHEMHUSA BCTPEYAETCS He Pexe Yem

B | cnyyae Ha 500 yenoBex B3pOCNOTrO HACENEHHS.
I'unepnponakTHeMus 06HAPYXKUBAETCH MPUMEPHO
v 8 % XKeHIHH C 0MKrOMeHOpeeH

OcHoBHEIE NaTONOrHYeCKas ranakTopes, CHUKEHMe tubuso,
KITHHYECKHE IPEKTHILHAA IMCYHKLIASA, [IPH MAKPOALEHOMAX
TIPOSIBACH N XMA3MANbHELR CHHAPOM, IETKWii TUPCYTH3M, AEnpec-

CHBHBIE PACCTPOHCTBA

[. TlonTBepXKAEHHME HATHYMSA TUTIEPTIPONAKTHHEMMHU
JuarHoctuka 2. Nekmouenwe cumnromariyeckix Gopm I'T

3. MPT ronoBroro Moara

[Jlpyrue anenombl runo@u3a, MaKpOPOTAKTHHEMHA,
Juddeperunans- | coMaTHYeckas NAToA0rNs (MOYEYHAA HELOCTATONHOCTD
Had IMArHOCTHKA | M TpOY.), HIKONOTHIECKAR TaNaKTOpes, HepRHO-

pedieKTopHan ranakTopes

AroHHCTb AodaMuHa (BpoMOKPUNITUH, Kabepronut),
Jeyenue B OTHOCHTENBHO PEIKMX C1YYaAX PEIUCTEHTHOCTH TIPH

MakpoaacHoMax — XHpypruyeckoe




! KnnHunyeckune nposasneHua 1P




MnonNnUTyMTapusm
(fTMnoTanamMo-rnogu3apHas

i HeaoCTaTOYHOCTD )

- 3aboneBaHue , 06ycnossieHHOeE
HapyLweHueM ceKpeuum TPOMHbIX
ropMOHOB B pe3yJibTaTe AeCTPYKLUMN
aaeHormnodusa Cc nocneayroumm
CHMXeHuneM hyHKunn nepudepnyecKnx
3SHAOKPUHHbIX YKenes3



TUONOrns
rmnonMTyMTapu3sma

MyTtauuu peuentopoB k ropmoHam: KAL, DAX-1, GH-1, GhRH, GHRH
and TRH
Mpapepa-Bunnu u bapae-buaons cuHapombl

M3onupoBaHHbIN aerunT
ropMoHOB runodusa

BpoxaeHHbIN

MHoXecTBeHHbIN AednuUnT

ropMoHoB runocdusa MyTauum PIT-1, PROP-1, HESX-1, SOX 2
Heonnactuuyecknmn ApeHoma runocmsa ®DyHKUMOHMpPYoLWasa u HedpYHKLIMOHUpYOoLWan
MNMepurnnocdusapHbie onyxonu KpaHuocapmHrnoma, kmcrta kapmaHa PaTtke, MEHMHIMOMa, rMMoma,
MeTacTtasbl ( paka MoJl. Xeres, Nno4YeK, 6GPOHXOB), FTMCTUOLITO3 KNETOK
JlaHrepraHca
CocyaucTbin MHdapkT CuHppowm LlneHa--CummMoHAca, anonnekcus runocgpusa, aHeBpU3Mbl
BocnaneHue Capxounpaos, rpaHysioMaTto3 BeHrepa, ruraHTok/ieTouHas
/VHdunbTpaums rpaHysoma, nMMmcpounTapHblii rMnokhusnT, reMoxpomaTos
UHpexkumn Ty6epkynnes, cnpunnc, MMKO3bl
MocnepcrBue o6ny4yeHus Nmnocmsa, HazocpapuHreanbLHOro, KpaHManbLHOro

Apyrve Mycroe Typeukoe ceasno, TpaBMbl MO3ra




Knaccnpumkauyums
rmnonUTyMTapusMa

Mo aTnonorunm:

NMEPBUYHbIN (ayTOUMMYHHbBIN, onepauus, obnyyeHue runodusa)
BTOopu4HbIN (HapyLleHne rmnoTasiaMMyeckon perynsaumm)
Mo KnuHUYeckuM npossneHusam :

N30nmupoBaHHLEIA rUNONUTYUTApU3SM - BbInageHue OAHOMU
TPONHOU (PYHKLUUU rUnogpusa

TTapuuanbHLIU TMNONUTYUTAPU3IM- BbINageHue ABYX U
6onee TPOMHLIX (PYHKLUUU rMNOPU3a

TTaHrMNoNUTYUTApU3IM - HapylueHue BceX TPOMHBLIX
PyHKUM runopusa (90% runogusa nospexaeHo)

BHauane cHuxaetca cexkpeums CTT, I'P, 3atem
roHapoTponHbIX ropmoHos (J1I u &CI), panee TTI n AKTT



KnuHuyeckaa kapTtuHa
rmnonUTyuTapusma

Oedvuut P

OXknpeHue

CHmxeHune MIKT, ocTteonopo3
YMEHbLUEHNE MbILLEYHOWN CUJTbI
CHM)XeHne 0CHOBHOIro obmMeHa
HapyLueHune cHa

AnaTud, penpeccus
BTOpUYHbIA rMNOroHaAnu3M
AmeHopes, 6ecnnoane
YporeHuTanbHble pacTponCcTBa
CHuxeHue nmbunao
HapylueHne namMsaTv U MHTeNNeKTa
YMeHbLleHNe 0BOIOCEHUS
OcTeonopos, runepamnmaemMms

BTOpPUYHbIA rMNOTUPEO3
COHMMBOCTb, BSANOCTb
bpaavkapans, cHmxeHue ALl
CHWMXeHne 0CHOBHOro obMeHa
YBennyeHne Maccol Tena

AToHuna XKKT, 3anopsbl

CyxocTb 1 6N1eqHOCTb KOXMW,
BbinageHne Bonoc

AnaTtus, genpeccus
BTOPUUYHbINA NTMMNOKOPTULIU3M
CnabocCTb, yTOMISIEMOCTb
CHuXXeHue anneTuTa, Maccobl Tena
['MnornmkeMmnu

CHmxenue ALl

TowHoTa, pBoTa, 601N B XXMBOTE



CuMmnToMbl aeduuUTa
ropMoHa pocTa Y B3pPOC/bIX

noagaBsIEHHOE HACTPOEHUNE, NMoBblILLEHHAA TPEBOXHOCTb, COLUMAlJIbHasA
n3onAauus

YBEIMYEHUNE XNPaA B OPraHn3Me, LIEHTPANbHOE OXXMPEHNE
YMEHbLLIEHWE MbILLEYHOWN MacChl

CHWXXEHME YYBCTBUTENBHOCTU K MHCYIMHY U HapyLUEHWE
TONEPAHTHOCTYU K T/IIOKO3€e

yBenudeHue xonectepuHa J1MNMHI, Ano B, cHUXXeHne xonecrtepuHa
JINBIM

YCKOpPEHME aTeporeHe3a, CHMXEHNE cepaeYHON MblLLEYHOW MACChI,
HapyLleHne pyHKUnK cepaua

NOBbILLIEHNE KOHLUEHTpaLUun punbprnHoreHa n MHrmbutopa
aKTMBaATOpa nia3MMHoreHa tuna I

CHWXKEHWE MIOTHOCTU KOCTEW, NOBbILIEHHbIA PUCK NEPETIOMOB



i MMNONUTYUTapu3M

OnarHocrmka » JleyeHue
= MccnenosaHve ropMoOHOB = 3aMecTuUTeNbHasg ropMoHanbHas
aneHornnopmsa Tepanusa - BOCNOJIHEHUE

neduunTa 3HAOKPUHHbIX Xenes,
perynupyeMsbix ageHormnogpun3om
- KOPTM30/1a, TUPOKCUHA,
3CTPOreHoB, NPOrecTepoHa,
TeCTOCTepOHa, FOpPMOHa pocTa

= [P npu CTUMyNAUMOHHbIX
npobax (C MHCYIMHOM,
KNnodesimHOM)

= bazanbHbiv ypoBeHb JTT,

®Cl,acTpaguona u

TectoctepoHa, TTI n cB. T4,
KOpTM3ona = YCTpaHeHune npuyunH

= MPT rofoBHOro Mosra rmnonuTynTapnsma
= OcTeoneHCcUTOMETPUS



! AKpoMeranma n rmraHTusm




N TUFAHTU3M




i AKpOMeranust U rmraHTU3Mm

DTHONOTUA

B 99 % cnyuaee aneHOMA runodu3a, CEKPEeTUPYIO-
was TP

[latorenes

TunepTpodus ¥ rUNepnAasHa BHYTPEHHHUX
OpPraHoB, CBA3AHHAA C MPEMMYLIECTBCHHBIM
pa3pacTaHUEM ME3CHXMMaJbHbIX TKaHel U moc-
ACAYIOUIMM U AUCTPODUUECKHUMM U3MEHEHHMSIMH.
JMcTiponopuHOHaNBHbIA NCPHOCTANbH B POCT
KocTeii ckeacTa, HapyuieHue yrieBoaHOro ooMeHa

[Tvarroctaka

Basanbibit yposeH TP, yposekis [P B opanbHow
ITIOKO30T0EPAHTHOM TECTe, YpoBeth MPO-]

DNMUAEMHOJIOTHA

PacnpocTtpanerHoctb 40-60 ciyiaes Ha MJIH.
HaceJieHuA, YacTOTa HOBbIX ciy4aes — 3—4 Ha
MJIH. HaccaeHUA B rofl. BetpeyaeTcs ¢ oaMHaKoBOM
4YacTOTOM Y MYXKUKMH U XEHILUHH, KAK NPaBUo,

B Bo3pacte 40—60 ner

[IndepeHunanbHas

Taxensiii runotipe0s, Oona [leaxera, HATH-

OCHOBHBIE
KAHHHYECKHE
posABAEHU A

XapakTepHble M3MEHEHUA BHEMIHOCTH, MOTJIM-
BOCTb, apTPaJTHH, CILIAHXHOMEraans ¢ OPraHHOM
HENOCTATOYHOCTLIO, FOI0BHbIE DOAU, CHHAPOM
anHo3 BO CHe, FHITOMU3apHAs HCAOCTATOYHOCTD,
XHMa3MabHblif CHHAPOM, caxapHblif anaber, no0-
POKA4YeCTBEHHbIE M 3JT0KAYECTBEHHbBIE OMYXO0IH
(MoAMNO3 KMWCYHKKA), MHOTOY310BO# 300 U ap.

NHATHOCTHKA BTYANBHbIE OCOBCHHOCTH BHELIKOCTH
XHPYPIHYCCKOE (A1CHOMIKTOMHS), aHAROTH COMa-
Tlesenve roctaria, Gnokaropsi peucntopos I'P, 1yyesas
Tepanis
CMEPTHOCTS i aKPOMEranitH b 24 pasa BbllLe,
Mpor#o3

YEM CDENH HACETEITHA B LEAOM.




AKpomMeranus




‘L AKpoMeranus

KnnHunuyeckme cMMNToMbl akpoMeranamm AnarHocTuka

= M3MEeHEeHMe NINLIA, OTEKN }
paspacraHue ML:IFIKMX TKAHEH = bBasanbHein CTT (TP) Gonee
0,4 Hr/Mn

= Ype3aMepHaa NOT/IMBOCTb
s MuWHUManNbHaA

= [Mapacresum kucrem
YCTanocrb v anaTums koHueHTpaums CTI Ha doHe
. Ol TT Bbiwe 1,0 Hr/Mn

= lonoBHble 60K

= [loBbiweH NOP-1 B KpoBU
= Onuro-unm ameHopesn, 6ecnnoaue

= bokoBas kpaHunorpapus

= JpeKTUNbHasa AUCPYHKLMA U [ nan

CHMXeHue nmbunao = MPT ronoBHoro mosra
= ApTponatus =  OdTanbMornor — rnasHoe
= HTY / caxapHbi¥ Anaber OHO N NMepuMeTpus
= 306

= CepaeuyHast HeQoOCTaTO4YHOCTD /
apuTMMS, FTMNepToHUs



‘L ComaToTponMHoMa rmnodu3a

iy




‘L JleueHne akpoMeraaum

= YaneHne ageHoMbl rmnogun3a

= AHaNorm coMmaToCTaTuHa:
octreotide LAR (Sandostatin LAR, Novartis)
10 mg, 20 mg 1 30 mg u
lanreotide (Somatuline Autogel, Ipsen Biotech,
Paris, France), 60-120 mg n/k 1 pa3 B 4 Hega.
O6a nopasnstoT P (<2 ng/ml) n IGF-I

= bnokatopbl peuentopos [P (nersucomaHT)
= JlyyeBas Tepanus (raMMa-HOX)



‘L CUHAPOM HU3KOPOCOCTU

= WNamonaTtunueckum pedbvumnt P
= Mamonarunyeckas HU3KOPOC/OCTb: CEMelNHas, HeceMenHas

= CuMHApOMbLI C XpOoMacoOMHOMN abepauuen (TepHepa, ayHa,
AUCreHesus roHan).

= CunHapombl 6e3 xpomacomHoU abepaunn(CunbBepa-Paccena,
HyHaH, NMpaaepa-Bunnn)

= BHYTpuyTpOo6Has 3ageprkKka pocra C NOCTHAaTaJ/IbHOM
HU3KOPOCJ/IOCTbIO

= CkenertHble gucnnasum (HecoBepLUeHHbIN OCTeoreHes u Aap.)

= bone3Hn metabonusma ( MykonnMnuaos, MyKonosimcaxapuaos)

» SATporeHHasi HU3KOPOC/OCTb



3TUOJIOrUst COMAaTOTPONMHON
HeAOoCTaTOYHOCTM

BpoxxaeHHble (pbOpMbl:
HacnepcreeHHbin gecpuumnt NP

= WN30onupoBaHHaa HeaoOCTaTO4YHOCTb I'P

= MHoOXecTBeHHass HeaoCTaTo4yHOCTb I'P

= HacneacrBeHHbIU NAHrMNONUTYUTAPU3M

= Bpo)xxaeHHble nopoku pa3Butua LLHC

= [peHaTtanbHble nHPekumnn (KpacHyxa)

= [Mepudepunyeckass HeuyBCTBUTEJIbBHOCTb K NP

= [puno6pereHHble POopMbl:

= Onyxonu runoranamo-runodusapHon oébnacrtum

= Pe3ynbTaTt TEepanun BHeuepernHbIX Onyxosien

= TpaBMa uepena, MHPEeKLUUHU, TMCTUOLIMTO3, FPaHY/ZIOMATO3 U Ap.



SHAOKPUHHbBIE MPUUUHLL
3a4epXKu pocTa

fMnodunsapHbIM HaHU3M C N30IMPOBAHHBLIM AEPULINTOM
[P - aBngeTcsa HacneacTBeHHbIM 3ab0neBaHNEM,
XapaKTepU3yeTCcs NPOnopLIMOHaIbHON 3a4EPXXKON pOCTa

CuHapoM MueHko — KylinHra — OCHOBHbIE MPU3HaKu
3TOro 3aboneBaHus 3aAep)XKa pocTa, OXXUPEHUe,
Tpodunyeckme HapyLLeHUs KOXHN, apTepuasibHas

r’MNEpPTEH3MNS OCTEONOPO3 KOCTEW, PAaCCTPOMUCTBA
yrneBogHoro obmMeHa

(MNOTUPEOD3 — CHMKEHUE (PYHKLUKN LLIMTOBUAHOM XKENE3bI

CnHapom Mopuaka — 3aAep)Kka pocTta n nybeprara,
rernaToMeranus BCIeACTBUM NNOX0 KOHTPOINMPYEMOro
caxapHoro anabeta




= Mlavonatnyeckun - nopa)keHue runotanaMo-
rMnodn3apHoON CUCTEMbI CHUXKEHME NPOAYKLUM

TponHbiX ropmoHoB: P, TTI, I'TI, AKTI

= OpraHnyecknmn — cBsi3aH C BHYTPUYTPOOHOM
TpaBMOW, 3HLUEedannToM, TPaBMOW Yepena U
KPOBOWU3/TUSHUEM B MO3I, OMyX0JSIbl0 MO3ra




* NpuunHbl geduumuta MNP

Idiopathic Genetic Congenital
Associated with structural
defects

= Agenesis of corpus callosum

= Septo-optic dysplasia

=« Holoprosencephaly

= Arachnoid cyst
Associated with midline facial
defects

= Single central incisor

= Cleft lip/palate

= Nasal dimple

Acquired

Perinatal trauma
Postnatal trauma

Central nervous system
infections

Primary tumours of
hypothalamus or pituitary

Craniopharyngioma
Glioma/astrocytoma
Germinoma

Secondary tumours of
hypothalamus or pituitary

Histiocytosis

Lymphoma

Cranial irradiation Transient
Psychosocial deprivation



* Mr'MnodusapHbIi HAHU3M




[narHocTtuka rmnodunapHou
i KapSIMKOBOCTY

= KOCTHbIM BO3pacT
= MPT ronosHoro Mo3ra

= NccnepoBaHue ypoBHen ropMmoHoB TTT,
AKTT, JIr, ©CTI, cB. T4, kopTHU3ona

s UcchepnoBaHue NP B xoae 2
CTUMYJISILLUOHHDbIX NMPO6 — C UHCYJ/INHOM,
KJIOHWAUHOM, aprMHUHOM

(nuk F'P >7 Hr/mn — nonuoin aedpuumt P,
7-10 Hr/mn — yacTtnuHoin aecdmuunt I'P)




JleyeHne coMaToTpPONHOM
HeOCTaTOYHOCTU

cm
190

180
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160
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130

120

110

100

1 2 3 4 65 6 7 & 9 10 11 12 13 14 15 16 17 18 19

Height

Age, years

1 2 3 4 5 6 7 8 9 10 11 12 13 14 15 16 17 18 19

3aMecTuTesibHasi FopMoHasnbHas
Tepanust peKoMbUHaHTHbIM [P,
HopantponuH, CanseH, PactaH:
exxefiHeBHbIE M/K UHbEKLUMN B
nose 0,033 mr/kr/cyT B 22 yac.

JTyYLINN KOHEYHbIN POCT Ha
no3e 0,2-0,3 Mr/kr/Hea.

Y B3poCnbIX exxeaHeBHasa aosa [P
0,125-0,250 Epn/kr.

Ecnn nmeeTca MHOXECTBEHHbIN
rOPMOHasIbHbIN AePULNT, NEeYEHNE
rMOpPOKOPTU3OHOM U TUPOKCMHOM
HAYMHAKOT A0 Hayana nedenuda P.



NMPUYUNHDbI AEOUNLINTATP
Y B3POCJIbIX

-




CuMmnToMbl aeduuUTa
ropMoHa pocTa Y B3pPOC/bIX

noagaBsIEHHOE HACTPOEHUNE, NMoBblILLEHHAA TPEBOXHOCTb, COLUMAlJIbHasA
n3onAauus

YBEIMYEHUNE XNPaA B OPraHn3Me, LIEHTPANbHOE OXXMPEHNE
YMEHbLLIEHWE MbILLEYHOWN MacChl

CHWXXEHME YYBCTBUTENBHOCTU K MHCYIMHY U HapyLUEHWE
TONEPAHTHOCTYU K T/IIOKO3€e

yBenudeHue xonectepuHa J1MNMHI, Ano B, cHUXXeHne xonecrtepuHa
JINBIM

YCKOpPEHME aTeporeHe3a, CHMXEHNE cepaeYHON MblLLEYHOW MACChI,
HapyLleHne pyHKUnK cepaua

NOBbILLIEHNE KOHLUEHTpaLUun punbprnHoreHa n MHrmbutopa
aKTMBaATOpa nia3MMHoreHa tuna I

CHWXKEHWE MIOTHOCTU KOCTEW, NOBbILIEHHbIA PUCK NEPETIOMOB



‘L HecaxapHblit ana6et

KNUHUYECKUNA CUHAPOM,
06yCcnoBNEHHbIN HapyLlEHMEM
CrOCOOHOCTU MoYeK KOHLIEHTPUPOBATb
MOYY, CBSA3aHHbIN C AePULUTOM
aHTUANYPETUYECKOrO rOPMOHA UMK

C HapyweHUeEM HyBCTBUTEJIbHOCTH
NnoYe4yHbIX KaHaJ1bLUEB K €ro LIEVICTBM}O.




i HecaxapHblit ana6et

|. LentpanbHetii (rumoTanavo-runogu3apk i), L. llonuypus (>3 1)
WAMONATHYECKHH, CHMITOMATHYECK il (OmyXOH), 2. Hopvorankeus (Ck04eHve caxapHOro Ha-
DTHonorus BPOXNCHHBI, Beta)
2. TloyeuHblit; TpHoBpETeHHbIH (TOKCHYECKH, 3. Hutakas OTHOCHTE1bHAS NI0THOCTH MOYH (He
NAT00THA NOYEK), BPOXICHH I Boace 1003)
4, Trmoocmonspocts Mowr (<300 mOcw/xr)
Llenmpanenseii HT: nemiInT Ba3OMpeCCHHA NpHBO- varkocTia 3. Tecm ¢ cyxondenuen: BOSLEPKAHHE OT XHIKOCTH
[IHT K HAPYIICH U0 KOHLIEHTPALIMH MOYH Ha YPOBHE Ha mporaxenuu 812 vacos; np HJI — cHixenve
Iatoretie3 LMCTANBHDIX KAHANBLEB HEDPOHa. BECA, HET TI0BBILEHHS OTHOCHTENbHOI 110THOCTH
[Towewnviit HJT: HeYyBCTBHTENBHOCTh MOYEK K SH0- M OCMOSPHOCTH MOYH
TCHHOMY BA30NPECCHHY 6. MPT runodyza (MCKK04eH A ONYXONH THIODH-
34 1 THOTANAMYCa) J
Pexoe 3aboepate, yatte B Bospacte 20 - 40 zer; -
SeNHoToNA Kax1blii 3-ii C1y4ait 00yCroBIeH HEpOXHMpYprH- Y So— [lcKxoreRHas NOAHAHNCHA, NOYeYHbIH Hﬂ: npH-
YeCKUM BMCLIATENLCTROM. BpoxX AeHHbIe QopMbl yyurbl uenpanbioro HI (anomaruseck it i
W noyeurstit HJ ~ xa3syuerwyecku peaxu AHATHOCTIKS CHMITTOMATHYECK i)
Ocnosnble knxuuvec- | [onnypus (>4-5 1 8 aekb; 10 20 1 Gonee 1/eHb), — Tecsorpeccitk 0,1-0.4 wir per os v mo -3 kanau
KHe npOsBAeHHUS OAMARTICHS, HUKTYDHA, 3HYPE3 ¥ feTe 2-3 pa3a b 1eHb HHTPAHA3ABHO




Knaccudpmkauma HA

1. UenTpaabubiii (runoranaMo-runodusapustit) H/I

1.1. Ugnonaruueckuii (!/; Bcex cnyvaes HA)

1.2. CumnToMaThueckuii (2/5 Bcex ciyqaeB H)

1.2.1. [IpuoOpeTeHHbITI (TpaBMBbl, ONYXOJAH H HHOUNBTPATHUBHBIE ITPOLIECCHI

B THNOTaJIaMO-runo@u3apHoit o6acTH, MEHUHTHUT, 3HLEDATUT, METACTa3bI
3J10Ka4eCTBEHHBIX onyxoyei, cHHApom [llueHa)

1.2.2. BpOXIE€HHBII: ayTOCOMHO-AOMUWHAHTHBIN (MyTaLlUsl reHa Ba30INPECCH-
Ha), cuHapoM DIDMOAD (Bonsdpama): Diabetes Insipidus, Diabetes Mellitus,
OnTtuyeckux HepBOB ATpodus, tayxoTa [aHri. Deafness]

2. ITouyeunniit HI

2.1. TIpuoOGpeTeHHBIN: IeKAPCTBEHHBIE TIpenapaThl (MMTUI), META0OTUYECKU
(runepkanbUUEeMKs, NOYCYHASA HEAOCTATOYHOCTD APYrOro reHesa, noctob-
CTPYKTHUBHASA yponaTus

2.2. BpoxaeHHBbI: X-clUeNJCHHBIA pelleCCHBHLIM (MyTallUs reHa peLenTopa
Ba30MpeCcCHHA), ayTOCOMHO-PELECCUBHBIH (MyTalLl4s reHa aKkBallopMHa-2)




O)xxupeHuve m
MeTabosimueckum cMHApPOM

- reTeporeHHoe
XpOHUUYECKOoe CUCTEeMHoe
3aboneBaHue,
conposBo)XaatoLieecs
N36bITOYHbIM OTJ/I0XKEHUEM
YXUpa B OpraHu3me,
pa3BuBatloLleecs B
pe3ynbTtate aucbanaHca
norpebneHuns n pacxoaa
3HEeprmn B OCHOBHOM Y
NUL C reHeTuYecKom
npeapacnosioXKeHHOCTbIO




KNACCUOUKALINSA
‘L O)XUPEHMA

1. ATHMEHTapHO-KOHCTHTYIHOHAIbHOE (IK30r€HHO-KOHCTHTYLHOHAIBHOE)

1.1, TuHounyoe (HKXKHKII THR, ATONKHYHO-0eIpeHHOE)

1.2. AHapOMIHOE (BEPXH WL THII, A01OMHHAJILHOE, BUCIIEPATbHOE)
1.2.1. CoTaensHBIMU KOMMOHEHTAMK META00NHYECKOI0 CHHAPOMA
1.2.2, C pa3BepHYTOi CHMITTOMATMKOH MeTaDOIMYCCKOTO CHHAPOMA
1.2.3. C cunapomom [1iuxsuKa (COHHBIX aTiHoI)

1.3. C BbIpaXeHHBIMM HAPYHIEHHSIMMA U LLIEBOTO MOBEACH U
1.3.1. Cunapom HOuHO enbl
1.3.2. Cesonunie addekTnarvie Xonebanus ¢ runepdariyeckoi peak-
uuci Ha cTpecc

1.4. TlyBepTaTHO-I0HOLIECKOE OXUPEHHE

2. CuMNTOMATHYECKOE OXHpeHHe
2.1. C ycTaHOBNECHHBIM TeHETHYECK UM Je(eKTOM
2.1.1. B cocTaBe M3BECTHBIX TEHETHYECKUX CHHIPOMOB
2.1.2, TeneTnuecke AeQeKTbl CTPYKTYD PETYASLUAH XHUPOBOTO 0OMeEHA
2.2. llepebpanbHoe (axuno3oreHUTa bHaA 1MCTPOPHIS, CHHAPOM
Babuuckoro-Mexkpanua-Ppennxa)
2.2.1. OmyXo/H rofoBHOrO MO3ra, APYTHX LePeGPanbHbIX CTPYKTYD
2.2.2. IucceMUHAUUA CUCTEMHBIX NOPaXeHu i, MHDEK LIHOHHbIE
3aboeBaHus
2.2.3. TopMoHaTbHO-HeaK THBHBIE ONYXONU rinodu3a, CHHAPOM
«IlyCTOTO» TYPELKOTO Ceia, CHHAPOM «NCEBAOOMYX0/H»
2.3. Ha done ncuxuyecknx 3abonesanuii
2.4, DH10KpHHHBIe 3200eBaHKA (THMOTHPEOS, TUNOTOHARKIM, CHHEAPOM
Kyurisra u np.)




KNACCUOUKALINSA
i O)XXUPEHMSA

dopmMmyna pacyeta mHaekca Maccol tena (MMT):

UMT = BecC B Kr : poCT B M2

Mo cteneHu TsXKecTU (BcemnpHasa opraHmMsauns 3apaBooxpaHeHmnsd, BO3):
oxxupenme 1 cr., UMT 30 - 34,9 kr/m2, "ymepeHHoe",

oxxupeHume 2 ct.,, UMT 35 - 39,9 kr/m2, "BbICOKOro pmcka",

oxxupenme 3 ct.,, UMT = 40 kr / M2, "oueHb BbICOKOIro pucka"

COOTHOLLEHME OKPYXKHOCTU Tanmn K okpy>xxHocTu 6eagep (OTB), cnyxut  ans
onpeaeneHns LUeHTpanbHOro (BMUcLepasbHOro, BHYyTPEHHMX OpraHoB) U
nepndepnyeckoro 0XupeHus.

BucuepanbHoe oXXupeHue aBnseTcs akTopoM puUCKa pa3BUTUS METAOOIMUYECKUX
OCNOXXHEHUWN OXXUPEHUS.

OXXMPEHNE MOXET ObITb ATPOr€HHbIM, T.€. CNIeACTBMEM SledeHns (HEMPONENTUKY,
aHTUENpPEeCccaHTbl, MPOTUBO3MUIENTUYECKME CPEACTBA U CTEPOUbI).



OxxupeHue: UMT
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METABOJIMMECKUW
i CUHAPOM (IDF, 2005)

MeTabonmyeckmm CMHAPOM ANArHOCTUPYETCS MpPU HaAN4Ynn
LIeHTPaJIbHOIro OXXupeHus (OKPY>XHOCTb Ta/lun Y MY>XUWH
< 94 cM, Yy XeHWKUH < 80 cM) 1 2 U3 4 NPU3HAKOB:

YBennyeHue ypoBHa TpurnuuepmaoB > 1,7 mmonb/n (150 mr/an)
CHuxxeHune copepxxaHns JINBIM y My>xunH < 1,03 (40 mr/an) ny
xeHwmH < 1,29 mmonb/n (50 Mr/an)
NMoBbilLeHUe CUCTOIMYECKOrO apTepuasibHOro AaBJ/ieHUs
> 130 MM pT CT 1 gmacronmyeckoro > 85 MM pT CT

MoBbileHUe rMKOo3bl B KPOBU HATOLLAK > 5,6 MMonb/n nnu
AMArHOCTMPOBaHHBLIN paHee caxapHbi AnabeT 2 Tuna.



Cnacmnbo 3a BHMMaHue



