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Cnucok uMcnoJib3yeMbIX COKpalleHuii

17-OH-III" — 17-ruapokcumnporecTepox
MODY - roHomIeckuii JuadeT B3pociaoro TUmna
(maturity-onset diabetes of the young)

PEEP — (+) naBnenue Ha KOHIIE BbIIOXA

SDS — ko3¢ puImeHT CTaHaapTHOTO OTKJIOHCHHS
AJl — apTepuanbHOE JaBJICHUE

AWT — ayTOMMMYyHHBII TUPECOUAUT

AKTT — agpeHOKOpTUKOTPOIHBIN TOPMOH
AMI" — aHTUMIOJITIEPOBBI TOPMOH

ATII® — aHTHOTEH3UH-TIPEBPALIAIOIINI (epMEHT
AT-pTTI' — anturena k penenropy TTT

BI" — BpoXxaeHHbIN THIIOTUPEO3

BJIKH — BpoxneHHast AUCPYHKIIHS KOPBI
HaAIOYEUHUKOB

I'K - rIIroKOKOpTUKOM 1B

I'sPI" — roHatOTpONMH-PUIM3UHT-TOPMOH

I'P — ropmon pocra

A9 A-c — quruaposnuaHapoCcTepoHa cyibdaT
JKA — nnabetnueckuii KeToanuao3

JIH3 — nuddy3Hblil HeTOKCHYeckuii 300

JIP — nmabernueckasi peTHHONATHUS

AT3 — muddy3ubiii Tokcuyeckuii 300

3BYP — 3anepkka BHYTpHYTPOOHOTO Pa3BUTHUS
NP®-1 — uncynuHono100HbIH pocToBOM (akTop 1
K3PII — koHCTUTYITMOHATBHAS 33]IepKKa POCTa U
nybeprara

KPI' — KOpTHKOTPONUH-PUITU3UHT-TOPMOH

JII' — nmroTenHM3UpyOIUH TOPMOH

JII'PT" - nroTpONUH-PUIU3UHT-TOPMOH

MAY — MukpoaiasO0yMunypust

MK — MUHEpaTKOPTUKOUBI

MPT — MarHuTHO-pe30HaHCHask ToMorpagpus
MPTJIH — nnaGetnueckas Hedponarus

MCT' — MenaHOIUTCTUMYIUP VIO TOPMOH
HI'H — HapymeHHas ramkeMus HaTOIAK

HM® — napymienrue MeHCTpyallbHON (PyHKIIMH
HH — HagnoueyHnkoBast HE1OCTaTOUYHOCTD

HII — Hagnmoyeunuku

HIIP — Hapy1ieHHe 110J10BOr0 pa3BUTHUSA

HTT — HapyiieHHas TOIEPAHTHOCTD K ITIIOKO3€
HO®II — napymenust popmupoBanus nosua

H3XK — neactepuduurpoBaHHbe
YKUPHBIE KUCIIOTBI

OI'TT — opanbHbIN TTIIOKO30-TOJIEPAHTHBIN
TECT

ITA — npexieBpeMEHHOE aJipeHapxe
(TIoJTI0BOE OBOJIOCEHHE, YaIle JIOOKOBOE)
[IKS — noMKUCTO3 IMYHUKOB

[IT — npesxxieBpeMeHHoe mydapxe
(Jto6KOBOE OBOJIOCEHUE)

[ITIP — mpexneBpeMEeHHOE M0JI0BOE
pasBuTHE

[TIIHC — nepunaTajibHOE TOPAKEHUE
OHC

ITPJI — nponakTua

IIT — mpexaeBpeMeHHOE Tenapxe
(yBEnMUEHNE MOJIOUHBIX XKEJIE3)

[ITT" — mapatropmoH

c.T4 — cBOOOAHBII THPOKCHH

C/ - caxapHbIii tuader

CXKK — cB0OOHBIC JKUPHBIE KUCIOTHI
CK® — ckopocTb KI1y0O4YKOBOM
(dbunpTparun

CTI — coMaToTpomnHbIit TOPMOH (TOPMOH
pocTa)

T - TectocTepoH

TIIO, TPO — tTupeonepokcugaza

TTI' — TMpEOTPOIHBIN TOPMOH

OCI" — pomIMKyIOCTUMYIUPYIOIIUN
TOPMOH

XI'Y — XOpMOHUYECKUI TOHAJOTPOIIUH
YeJI0BEKa

XE — x11e0Hast enuHAIa

XHH — xpoHundeckas HaIIO4€YHUKOBAast
HEJ0CTaTOYHOCTh

XIIHH - xpoHHnueckas nepBu4Hast
HaJOYEYHHUKOBAsI HEJJOCTATOYHOCTh
IIKT — mxana ['masro

K — muToBHIHAS Kene3a

D2 —3cTpaamnon

SIMPT — snepHO-MarHuTHasi pe30HAHCHAast
Tepanus



BBenenue

OHJIOKPUHOJIOTHS SBJIIETCS OJJHOM M3 0A30BBIX KIMHUYECKUX JUCLUILIAH, 3HAHUE
KOTOpOW HEOOXOAWMBI BpadaM BCEX CIeNHaTbHOCTEH. B mocnemnme T0BI
OTMEYAETCA HEYKIOHHBIA pOCT OHHIAOKPUHHOM TaToJorMuM y Jereid. PaHHee
BBISIBJICHHE OOJIE3HEH DSHIOKPUHHON CHCTEMbl BXOJUT B KOMIIETCHIIMIO Bpada-
neauarpa. C LENpl0  yaydlleHUs NpPOQPECCHOHANbHOM IOATOTOBKU CTYJEHTOB,
oOyuaronuxcst mo crnenuansHocTH «lleanaTtpus», BO3HMKIA HEOOXOAMMOCTH B
CO3JaHUU Yy4eOHO-METOJMYECKOr0 MOCOOUS C YyY4ETOM COBPEMEHHBIX JAHHBIX IIO
ATHOJIOTUH, TMaTOre€HEe3y, KIWHUKO-1a00paTOpHON  JIUArHOCTHKE, JICYCHHIO U
JUCIAHCEPHOMY HAOJIOJEHUIO JETEN ¢ SHAOKPUHHOM MaTOJOTMEN, PEICTaBICHHbIX
B DenepanbHbIX KIMHUYECKUX PEKOMEHIAIUSAX M0 BEJECHUIO JIETEN ¢ 3HTOKPUHHBIMU
3a00JIeBaHUSIMHU, COBPEMEHHBIX HALMOHAJIBHBIX U MEXAYHApOIHBIX KOHCEHCycaxX U
nyOJMKausX, B TOM YHUCJE BEOYIIUX SHIAOKpHHOJOroB CBepasioBcKkoi obnactu. B
NOoCOOMM TakK€ NPUBEJIEHbl MPUMEPHl Pa3BEPHYTHIX IUIAHOB JJsi OTHEJIbHBIX
3aHATHI, CHTYallMOHHBIX 33]1a4 U TECTOBBIX BOIIPOCOB.

OcHoBHBIC Yy4YeOHbIEe WeJM NPenoJaBAHUS 3JHAOKPHHOJIOIHM: NPUOOPETEHUE

CTYJI€HTaMH OCHOBHBIX 3HaHUU [0 3HIOKPUHOJIOTMM W NPHUMEHEHHUE IOIYYEHHBIX

3HAHUU B CAMOCTOSITENIBHON NPAKTUYECKOU €SI TENBHOCTH.

3agaum npenogaBaHusA SHAOKPHHOJIOTHM:

— o0ecrnieueHre O0OydJaromUXxcsi HEOOXOauMON uH(OpManend isd OBJIAJICHUS
0a30BbIMH 3HAHUSAMM I10 AETCKOM HIOKPUHOJIOTHH;

— oOydYeHue CTyICHTOB METOJaM KJIMHUYECKON TUarHOCTUKHU, BpauyeOHON TaKTHUKH,
OpUHLMIIAM ~ TEepanud, OKa3aHMI0 HEOTJIOKHOW TOMOIIM  OOJNBHBIM €
3a0071€BaHUSMU SHAOKPUHHOW CUCTEMBI;

— COBEpUICHCTBOBAHME HABBIKOB OOILIEHUS ¢ OOJIbHBIMU U UX POJACTBEHHUKAMH, C

—  MEIMIMHCKHUM IEPCOHAJIOM JICU€OHBIX YUPEKACHUN, B OCHOBE KOTOPBIX JICKUT

— pcalin3anus IIPUHIOUIIOB MGI[HI.[PIHCKOﬁ ACOHTOJIOTMH U DTHUKH.



Oco0eHHOCTH 00C/IeIOBAHUS JIeTeH ¢ JHAOKPUHHOM MATOJIOTHEH

[Ipu oOcnemoBaHny marMeHTa ¢ OOJE3HSIMHU OSHIOKPUHHOM  CHCTEMBI
HEOOXOJAMMO YYUTBIBaTh, YTO PAa3BUTHE OOJBIIMHCTBA IHIAOKPUHHBIX 3a00JICBAHHMA
OTpeeNsieTCsl B3aUMOJICHCTBUEM OIPEACIICHHBIX HACJIEICTBEHHBIX U CPEIOBBIX
dakTOopoB, a HapymeHue (QYHKIUH DSHIOKPUHHOW IKEJIe3bl, KakK MpaBuio,
COMPOBOXK/IAECTCSI U3MEHEHUEM CO CTOPOHBI OOJILITUHCTBA OPTaHOB U CUCTEM.

IIpu ompoce kajnod He0OOXOAUMMO OOpPaTUTh BHUMAaHHE HA BPEeMsI U3MEHEHUS
CaMOYYBCTBHS UM TOBEJICHUS peOCHKA, Ha BpeMs Haudalla MOXYJEHUS WM MpUOABKU
Macchbl Tejla, Ha BpeMs TOSBJICHHUS SKaKIbl, TMOJUYpUM U CJIa0OCTH, HA
CONYTCTBYIOIIME 3a00JI€BaHUsI, KOTOPbIE CIPOBOLMPOBAIN JAJIbHEHIIIEEe HapaCTaHUE
CUMIITOMOB, U Jp. JleTu OOBIYHO HE TPEABSIBIAIOT Xajao0, MOITOMY HUX CIEAYyeT
BBISIBIIATH IIPU aKTUBHOM ompoce. OueHb BaXKHO BBISICHUTDH, HE CTPAIAET JIM PEOCHOK
AKaXK0M, 0COOCHHO HOUBIO UJIM B PAaHHUE YTPEHHUE YacChl, UTO MOCIYXKHUT YKa3aHUEM
Ha CaxapHbIM WIM HEcaxapHbIM HabeT, a yacToe U OOUIILHOE MOYEHCITYCKaHHE U
AHYpPE3 MOTYT MOJITBEPIUTH BO3HUKIIIEE MTOA03PEHUE.

Kanobsl Ha c1nabocTh, OBICTPYIO YTOMIISIEMOCTb, MOXYACHHUE, BBICOKYIO
MOTPEOHOCTh B COJICHOW THINE W MPOTPECCUpYIOas AacTeHH3allvs, TUIOTOHUS,
MOTEMHEHUE  KOXXM  MOTYT  CBHJIETEIILCTBOBATH O  HAANOYECUYHUKOBOU
HeJocTaTtoyHOCTU. JKajmoObl poauTeneld Ha OBICTPYIO YTOMIISIEMOCTh peOeHKa,
OECTIOKOMHBIA COH, TOBBIIIEHHYIO MOTJIMBOCTD, Pa3IPaXKUTEIBHOCTD, MIAKCUBOCTD,
MOXY/JICHUE MPU MOBBIIICHHOM WJIM HOPMAJILHOM alMeTUTE MOTYT CBUIETEILCTBOBATh
0 pa3BUTHH THPEOTOKCHKO3A.

Ilpu cOope aHamHe3a cieayeT Y4yecTb, UYTO pa3BUTHE OOJBIIUHCTBA
SHJOKPUHHBIX 3a00JI€BaHUI  OMpeNeNsaeTcsl B3aUMOACHCTBHEM  OMPEICIICHHBIX
HACJICJACTBEHHBIX M CPEIOBBIX (DaKTOPOB, TIMOITOMY BBISICHAIOTCS BO3MOJKHBIC
(akTOpbl pHUCKA HACTOSIIErO 3a00JieBaHUsS: SHJIOKPUHHO-OOMEHHAasi U WMMYHHas
MaToJorusi y POACTBEHHUKOB, B ToMm uwmcie, CII 1 u 2 Tuna, maTosnorusi pocra,

OTATOHICHHOI'O aKYHICPCKOTO dHAMHC3d MATCPH, XaAPAKTCP MCIUKAMCHTO3HOI'O WJIHU
6



TOPMOHAJIBHOTO JICUEHHUsI MaTepH, MAaTOJIOTHs HACTOSIIEH OEpeMEHHOCTH U POJOB, B
toM uucie, cugapoM 3BYP u TIHIIIHC. Beicokue moka3aTenan Macchl U pocTa IpH
POXICHUHU (KPYIHBIN IJI0]1) U CUMIITOMBI 3MOPHUOIIATHH JIOJIKHBI OOpaTUTh Ha ceOs
BHHUMaHHE Bpaua B CBSI3HM C MOJA03peHHeM Ha caxapHbidi auaber (CH) y marepu u
puck IIIIIHC y pebenka, a netu, poxaeHusie ¢ 3BYP oTHocaTcs k rpymnne pucka
N0 SHAOKPUHHOW MAaTOJIOTUU, TaK KAaK UMEIOT HU3KUE (PYHKIMOHAIbHBIC PE3EPBBHI
KOpPBhI HAIIOYCYHUKOB, aJcHOTUNodu3a, TOJOBBIX Xemed u 1ap.). [lpu cOope
CBEJICHUH O TMepuoje HOBOPOXKIEHHOCTH (Ha 3-4 11eHb) HEOOXOAMMO YTOYHHUTH
MH(GOPMAILIMIO O pe3yJIbTaTax HEOHATAIBHOTO CKPUHUHTA, KOTOPBIA MIPOBOAUTCS BCEM
JETSM Ha 5 BPOKICHHBIX 3a00J1€BaHUM, MO3/IHAS JUATHOCTUKA KOTOPBIX MPUBOAUT K
HEOOpaTUMBIM TIOCIEACTBUAM (MYKOBUCHMI03, (PEHWJIKETOHYPHS, TalaKTO3EMMs,
BPOXKJICHHBI ~ TUNOTHPEO3,  aJPEHOTCHUTANBHBIA  CHHIpPOM). ['mnodyHKuus
muroBugHOW  kene3bl (LK) moxer oOycimoBnuBaTh y  HOBOPOXKIEHHOTO
JUINTEJIBHYIO JKEITYXY, BSUIO€ COCaHUE, 3alopbl, COHJIMBOCTb, B IOCIEAYIOIIEM -
3a/IepKKY NICUXOMOTOPHOIO M (PU3MYECKOrO Pa3BUTHS, MO3IHEE MOSBICHUE MEPBbIX
3yOOB, OTCTaBaHUE PA3BUTHS U HapYLICHUE UHTEIICKTA.

CTpuaopo3HOE IbIXaHHE Y HOBOPOXKJICHHBIX U JI€TEH MEPBBIX MECALEB KU3HU
MOKET OBITh IPU TUMOMETAJIHH.

VYkazanue poauTeleld Ha HapylleHHe 3yOHOW JMalM, HCYEPUYECHHOCTh U
JIOMKOCTh HOTTEH, NapecTe3ud W YYBCTBO OHEMEHHS KOHEUYHOCTEH, MIPHUCTYIIbI
JApUHIOCIIa3Ma UM TOHUYECKUE CYJOPOTH IPU COXPAHEHHOM CO3HAHMM Yy peOeHKa
JaeT MOBOJ AyMaTh O HapylIeHUU QYHKLINU MapaliuTOBHIHBIX KEJE3.

Bormnpocsl BCkapMiIMBaHUs M MUTaHUA AETEH AOKHBI ObITh MOAPOOHO BBISICHEHBI B
aHaMHe3€e, TaK Kak MOTryT JaTh LIEHHblEe YKa3aHMs JUIsl Jauartosa. M30bITouHOE
MUTaHUE C HCIOJIb30BAHUEM OOJIBIIOTO KOJMYECTBa Oellka U  YrJeBOJOB,
HEpEeryJsipHOE MUTAaHUE M TO3JHUN MPHUEM MMM CHOCOOCTBYIOT OXHPEHHUIO U
HapyILICHUIO YTJIEBOJHOTO M XHUpoBoro oOMeHa. Ilpuctpactue K cosieHON muiie
MOKET JaTh MOBOJI 3aM003PUTh HAATOUYEYHUKOBYIO HEIOCTATOUHOCTh. Y POJAUTENEH

n pebeHka, OOJBHOrO caxapHbIM JHA0ETOM, HEOOXOAWMO BBIICHHTH, 4YTO
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MPEAIIECTBOBAIO TMOSIBIICHHI0 cUMOTOMOB CJI, B KakoM COCTOSIHUM BIIEPBBIC
BosiBieH CJ[, 0COOCHHOCTHM JaNbHEWIIEr0 TE4YeHUs 3a00JIeBaHUS M KAa4eCTBO
camokoHTpoisi CJI (mpoBepka JHEBHUKA), TPOBOAUMYIO MPOMUIAKTUKY U JICUCHUE
OCJIO’)KHEHHM, YaCTOTY W MPUYUHBI JEKOMIICHCAIIUM, a TAaK)KE€ NPUYMHY HACTOSIIEH
rOCHUTAIU3ALNH.

VY npereil ¢ HapymieHneM (U3MUECKOTrO MU IMOJIOBOTO PAa3BUTHS BBISICHIETCS
BO3pacTHas JHWHAMHKA pOCTa MW pa3BUTHS ((PU3MYECKOTO, TICUXO-MOTOPHOTO,
MHTEJUIEKTYaJbHOTO, IOJIOBOr0). JTa HHPOpMalusg MOXKET yKa3blBaTh Ha
HEOOXOJAMMOCTh HCKJIIOYCHHS THUIIOTUPEO3a WIM TUNOPU3apHOTO HAHU3MA.
NHTEHCUBHBIA POCT MOMKET CBUJIETEIILCTBOBATH OO0 HSHIAOKPUHHOM 3a00JIeBaHUH,
T€HETUYECKOM CHHAPOME WM O MATOJOTUU THIOTaIaMO-TUNO(U3apHOM CUCTEMBI, a
COYETaHUE YCUJIEHHOTO POCTa C YKPYIMHEHHEM CTOIl, KUCTEW M YepT JUIA MOXKET
cBuaeTenscTBOBaTh 00 onmyxonu [THC — comaroTponuHnome.

BrlsicHeHHe CpPOKOB MOSBJICHHS] BTOPUYHBIX MOJOBBIX MPU3HAKOB YOEKIAET B
CBOEBPEMEHHOCTH IOJIOBOTO PA3BUTHS WU YKA3bIBAET HA €T0 OTKJIOHEHUS (3a7epKKa
MOJIOBOTO Pa3BUTUS WIIM TMPEKIECBPEMEHHOE IOJIOBOE PA3BUTHE), KOTOPHIE MOTYT
OBITH CBSI3aHbI KaK ¢ HapylieHueM (yHKIIUU FOHaM, TaK U C APYTUMHU SHIOKPUHHBIMU
3a007€BaHUSIMU ~ —  TIOPAXKEHUEM  TUNOTATaMO-TUNO(U3apPHOW  CHUCTEMBI,
HaJIMOYEYHUKOB, IIIUTOBUIHOM KEJIE3bI U JIP.

Takum 00pa3oM, TIIATEIBHO COOpPaHHBIM aHaMHE3 MOXET OBbITh PelIaloIIIM
MOMEHTOM B IIOCTAHOBKE JIMarHo3a.

OO0bexTHBHOE oOcjegoBaHue. [Ipy MHOTMX SHIOKPUHHBIX 3a00J7€BaHUSAX
JIMarHO3 MOXKET OBbITh YCTAaHOBJIEH YK€ MPU OCMOTpE MalueHTa (HaHu3M, OOJIE3Hb
I'peiiBca, runorupeos, cuHapoMm KymuHra, oxupenue, cunapom lllepemesckoro-
Tepnepa, cunapom Knaitndensrepa u np.).

[Ipu obGcnenoBannu pebeHKa HEOOXOAUMO OOpaTUTh BHUMAHWE Ha €ro ooIee
COCTOSIHUE M COCTOSIHUE CO3HAHUS; Ha €ro (PU3WYEeCKOe pa3BUTHE M TEIOCIOXKECHHUE,
Ha HAJIMYKME U BBIPAXKEHHOCTh MIPU3HAKOB JICTH IpaTallui, THTOKCUKAIIUU, KET03a WU

KCTOAna03a, Ha COCTOSHHC KOXHBIX IIOKPOBOB H CIHU3HUCTBIX 000J104EeK (HBCT,
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CyXOCTh, HQJIMYME€ MNUTMEHTHOIO AaKaHTO3a, CTPHM, TUNEPTPUX03a, TUPCYyTU3MA,
GOTMKYISIPHOTO ~ THIEPKEparo3a, NHoIepMuu,  (PypyHKyne3a, CTOMAaTHUTa,
TUHTUBHUTA), Ha THUI JKUPOOTIOXKEHHS (Mpu H3OBITOYHOM Macce Tena), Ha
BBIPAKEHHOCTh MPU3HAKOB COEAMHUTEILHO-TKAHHON HEIOCTATOYHOCTH, Ha CTETECHBb
BBIPA)KEHHOCTH TYTOMOJBM)XHOCTU CYCTaBOB mpu JiuTenbHoM cTtake CJI).
duzukanbHOEe 00CieIOBaHME TMalMeHTa BKJIIOYAET BHU3yalbHO-TIANIBIATOPHOE H
MajbIaTOpHOE O0O0CIEeNOBaHNE IIUTOBHIHON JKele3bl. J[MarHOCTHYECKYH0 IIEHHOCTH
IpU SHAOKPUHHBIX 3a00JI€BAaHUSAX MPEACTABISIET COCTOSIHHE CEPACUHO-COCYIUCTOM
CHUCTEMBI: YaCTOTa W XapakTep MyJibca, CUMMETPUYHOCTH MYJIbCAIlMA Ha COCyAax
HwkHuX koHeuHocteu (mpu CII), AJl, OKI, 3XO-KI'. HeoOxoaumo OLEHUTH Yy
OOJLHOTO pa3Mephl MEUCHU U CEJIE3CHKHU; OIEHUTh COCTOSIHHE Mepudepuydeckon u
ITHC, BBIpaXE€HHOCTH TJIA3HBIX CHUMITOMOB IPU TUIEPTUPEO3EC U OPraHUYECKOM
nopakenuu [ITHC. YpoBeHb MoJI0BOr0 pa3BUTHS OLICHUBAEM IO 5-0a/UIbHOM IITKaje
Tanner. B mpormecce kypailu HEOOXOIUMO OIICHUTh COCTOSIHHE OOJBHOTO 32
MPOIIEAIINE CYTKH.

JIabopaTopHO-MHCTPYMEHTAJIbHOE 00C/IeJ0BaAHUE.

T'opmonanvruoe obcnedosanue. Jlnga omnpeneneHuss (PyHKIUOHAIBHOTO COCTOSHUS
SHJOKPUHHBIX KEJE€3 HCMOJB3YIOTCS METOAbl OMNpeAeicHus 0a3aJJbHOI0 YpPOBHS
ropMoHa (Jryumie cBOOOJHOW (POpMBI rOpMOHA yTPOM HATOIIAK), CYTOUYHBI PUTM
rOopMOHa (HampuMmep, KOpPTH30Jia), OMpeeieHUE YPOBHSI TOPMOHA B JMHAMHUKE
HArpy304HOii mpoObl (Hanpumep, ropmoHa pocta, JII', @CI', TecroctepoHa),
OTpENICJICHUE YPOBHA MeTa00JIUTa TOPMOHA B Mo4Ye (BaHWUJIMJI-MUHIAILHOMN
kucjaoTel - BMK).

Hapymenne @yHkiuun nepudepudeckux HHIAOKPUHHBIX JKejie3 ObIBaeT
IIEPBUYHBIM, CBSI3aHHBIM C TMAaTOJOTHEM caMoOW Keje3bl, W BTOPUYHBIM,
oOycnoBieHHbIM  matojoruerd  runodusza. I[lpu mepBuyHOW  rUNMOGYHKIUU
nepudepruvIecKorl SHAOKPUHHOM Keyne3bl (TMEPBUYHBIA TUIIOTUPEO3, TMEPBUYHBIN
TUTIOKOPTHUIIM3M, THUIIOTOHAJW3M) B KPOBHM CHIDKAETCS YPOBEHb TOPMOHA CaMoOM

&eJe3bl (TUPOKCUH, KOPTU30J, TECTOCTEPOH, ACTPAJAMOJ) M MOBBIIIAETCS YPOBEHb
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cooTBeTCTBYIOMEro TpomHoro ropmona runodusa (TTT, AKTIL, JIT', ®CT). Ilpu
BTOPUYHOU TUNMOQYHKIIUN TUNO(PHU3-3aBUCUMOI SHAOKPUHHOM *KeJie3bl CHIKEHUE €€
ropMoHa OOYCJIOBJICHO CHI)KEHHEM MPOAYKIIMH COOTBETCTBYIOIIETO TPOIHOIO
FOpMOHA (BTOPUYHBIA TUIOKOPTUIIM3M, THUIOTOHAAW3M, TuUNoThpeos). llpu
runepPyHkuu nepudepruueckoi kenesbl, Hampumep, npu Oone3nu ['peiiBca,
ypoBeHb TTI' cHMXEH 3a CUET MOJABIICHHS BBICOKUM YPOBHEM THPOKCHHA.
Hncmpymenmanvhvie memoost obcredosanus. Hambonee vyacto ucnonb3yor Y3U,
PEHTreHOrpauI0 KUCTEH U JIy4e3alsiCTHBIX CYCTaBOB ISl ONPEICICHHUS] KOCTHOTO
Bo3pacta, MPT, cruHTUTpadui0 MMTOBHIHONW JKEJIe3bl MW  HAJMOYCUYHUKOB,
neHcutoMetrpuro kocteil. Ilo mokazaHusM TPOBOAMUTCS MYHKIIMOHHAS OWONCUA U
IIUTOJIOTHYECKAsi XapaKTePUCTHKA Y3JIOBbIX 00pa30BaHU IUTOBUTHOM JKEIE3bl.
Kapuomunuposanue u monexynsapHo-eeHemuueckue memoosbl WCIONb3YIOTCA IS
JMArHOCTUKHM 3a00JieBaHU, OOYCJIOBIIEHHBIX XPOMOCOMHBIMH (cuHApOMBI [1I-
Tepuepa, Knaitndensrepa, Jayna) u rennsimu mytanusmu (BJAKH, cunapom
OnOpaiira, CHUHJIPOMBI MHOECTBEHHBIX SHJOKPUHHBIX HEOIIa3Ui,
aapenoneikoauctpodus, cuHiapoM KambMaHa, pEe3UCTEHTHOCTh K THUPEOUIHBIM
TrOpPMOHaM).

Ha ocnosanuu oannvix anamuesa, 00veKmMuGHO20 00C1€006aHUA U OUEHKU
OONONTHUMENIbHBIX MEMO008 UCCe006AHUA Y KYPUPYEMO20 00bH020 CHMYOeHm
00J151cen cPOpMyYTUPOBATh PAa3BEPHYTHIN THUArHO3 CBOeMY OOJIBLHOMY Ha 3-il JeHb
Kypaluu, COCTaBUTh IJIaH OOCJIEIOBAHUS W JICUCHHUS, OIMPEIEIUTh HEOOXOIUMOCTh
TOPMOHAJIBHOW KOPPEKIIMH Yy KOHKPETHOrO OOJBHOIO, Hamucarh MPOTOKOJ
HEOTJIOKHOW TEpalnuu TMpPH KETOauuAo3€, IPU OCTPOM  HAAMOYEYHUKOBOU
HEJIOCTATOYHOCTH, MPHU THUMOTIMKEMUU, HAa3HAYUTHh JIeYeOHOE MHUTAHHUE, BBIHUCATH
pelent Ha JIEKapCTBEHHbIC IIperapaTrhl, HCIOJb3yeMble y JI€Te: TUPOKCHUH,
HomoMapuH, Moadananc, MPEAHU30JIOH (TaOMEeTKU U aMITyJibl), TUAPOKOPTU3OH IS
B/M ®u B/B BBeaeHus (comy-kopred), kopred, koptuHed, THpo30y, 003umaH,

TIIOKO(ax.
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Tema 1. 3a00/1eBaHUA INMTOBUIHOM M MAPAIIUTOBUIHBIX KeJie3

3ansaTue 1.1 Auddy3nblii HeTOKCHYECKHH 300. JHIEeMUYECKUA 300: ITHOJIOTHS,
naToreHe3, Jiedyenue, npoduiaakTuka. ['mnoTrupeo3:  3ITHONATOreHe3,

KJIaCCI/l(l)I/IKa]_lI/Iﬂ, KIIMHUYICCKUE MPOSABJICHUA, ITNATHOCTUKA, JICYCHUE.

3ansaTue 1.2 dAuddy3nbiii TokcMueckuil 300. I'mmomaparupeo3. IrTHos0rus,
naTroreHe3, Kjiaaccu(pukanus, KJIMHHUYECKHE TPOSIBJICHUS, [MATHOCTHKA,

JeYeHue, NPoPUIaAKTHKA.

O6GocHoBaHMe M3y4yeHHUs] TeMbl (MOTHBaNMSA). 3a00JIeBaHUS IIUTOBUIHOM >KEJI€3bI
3aHAMAKOT BEIYLIEE MECTO B CTPYKTYpE OHHIOKPUHHOM TMATOJOTUUM y JAETEU U
noapocTkoB B Poccuiickoit denepanuu. B monapisionieM OONBIIMHCTBE CIy4aeB
(45%) peructpupyercs auddy3Hsiii Hetokcuyeckuit 300 (/IH3), BhI3BaHHBIM
HOMHBIM Ne(DUIIUTOM, KOTOPHIH HMMEET MECTO MPAKTUYECKU Ha BCEH TEppUTOpUU
cTpaHbl, Bkio4yas u CBepasioBCKyr0 00iacTh. [[oka3aHO HEraTHBHOE BIIUSHUE
WOMHON  HEJOCTATOYHOCTH B  pa3jIMYHbIE TMEPUOALl  JKU3HU, HAuMHAs C
BHYTPUYTPOOHOTO Tiepuoja. Y AeTe U MOAPOCTKOB HOMACPHUIIMTHBIX TEPPUTOPUN
BBISBJISICTCS CHIDKeHHE TTokazaTens IQ wua 10 - 20%.

Hpyrue 3a6oneBanus LK y nereit CBepuioBckoil 0051acTH BCTpPEYAIOTCS
JTOCTATOYHO peako: nuddy3HbIi Tokcuueckuii 300 (6ose3ns I'petiBca), pak LK,
runotupeo3 B ucxoae AUT (mo 0,04 %), oaqHako npu MO3IHEN TUATHOCTUKE UMEIOT
TsoKenslid mporHo3. C mpobseMoit HapymieHuit (HochopHO-KaIbIIMEBOTO OOMeHa
BCTpEUaeTCs KaXIbIi Teauarp. BolllleckazaHHoe 0OSI3bIBAET MEAHATPOB HE TOJIBKO
CBOEBPEMEHHO AuarHocTupoBaTh naronoruto K, mpoBoauTe npoduiakTuyeckue
MEpONPUSTHUS, HO U YMETh OKa3aTh YKCTPEHHYIO IMOMOIIb Ha IOrOCHUTAIBLHOM 3Tarle
MIPU Pa3BUTUHU THIIOKAJTBIIMEMUYECKOTO KpH3a.

Heaun wu3ydyeHuWsi: HAYYUTHCS TUArHOCTUPOBATH 3a00JIEBaHUS MIMTOBHIHON U

MmapalmrTOBUAHBIX JKCJIC3, HA3HAYUTDh O6CJ'IGI[OBaHI/IC, JCUYCHHUC U HpO(i)I/IJ'IaI(TI/IKy.
11



Jlist popmupoBaHust Tpo(hecCHOHATHLHBIX KOMITIETCHIIMA CTYI€HT H0JIKeH 3HATD

- MEXJIyHApOJHYIO KJIacCU(PHUKAIUIO 3004,

- ATHOJIOTHIO U maToreHes 3aboneBanuit LK,

-0OCOOEHHOCTH  KJIMHUYECKHX  NpPOSBICHUN  HogmepuuuTHeIXx  3a0o0JieBaHUM,
TUIIOTUPEO3a, TUIIEPTUPEO3a, TUIONAPATUPED3A,

- J1a0opaTopHble ¥ HWHCTPYMEHTalbHble MeToAbl oOciemoBanus LK "
MapanMTOBUIHBIX JKEJIe3,

- MEeTOAbl MPOPUIAKTUKU U JCUSHUS SHIEMUYECKOro 300a, runotupeosa, T3,

- JICKapCTBEHHBIE TpemapaThl s TporiIakTuky 1 jgedeHus 3adboneBannii LK.
CTyaeHT J0J/I2KeH YMeTh

- coOpaTh aHaMHE3 M TIPOBECTH OOBEKTUBHOE HCCJEAOBaHHE peOdeHKa ¢
3aboneBanueM 11K,

- BBISIBUTh HAJIMYUE XAapaKTEPHBIX KIMHUYECKUX CHUHAPOMOB (CHHApPOM 3004,
CUHIPOM THUIIOTUPEO3a WM TUIEPTUPE03a) U ONPEACIIUTD BEAYIIUI CUHAPOM,

- COCTaBHUTb IIJIaH 0OCJICIOBAHMS,

- TPOAHAIM3UPOBATH U MHTEPIPETUPOBATH MUMEIOIIUECS JaHHbIC Ja00pPaTOPHBIX U
MHCTPYMEHTAJIbHBIX METOJI0B 00CII€I0BAHMS,

- 00OCHOBaTh W TMOCTaBUTh JUArHo3, c(HOPMYJIUPOBAB €ro B COOTBETCTBUHU C
KJIacCU(UKAIIUEH,

- COCTaBUTb IJIaH JICYEHUS U AUCIIAHCEPHOTO HAOIIOCHUS,

- Ha3HAYUTH NMPOPUIAKTUKY IHIAEMUIECKOTO 3004,

- OKa3aTh HEOTJIOKHYIO MOMOIIb TP TUPEOTOKCHUUECKOM U THIMOKAIbIIUEMUYECKOM
KpHU3€ Ha IOTOCMUTaIbHOM 3Talle.

CTyneHT 10JI2KeH BJIa/IeTh

-COBPEMEHHBIMU METOJIaMH OLIEHKU (DU3UYECKOTO U TOJIOBOTO Pa3BUTHS peOCHKA,

- METOAMKOMN BU3YaJbHOM OLIEHKHU U MAJIbIAINEN IIUTOBUIHOM KEJE3BI,

- MeTOoZaMU IPODUIIAKTHKY U JICUCHUS SHIEMUIECKOTO 3004,

- OCHOBHBIMH HaBBIKAMU TEPBOM BpayeOHOM MOMOIIM MPU YPrEeHTHBIX COCTOSHUSIX

(TUPEOTOKCUYECKHI KPU3, TUIIOTUPEOUIHASE KOMA, THIOKAIbLIIUEMUYECKUIN KPU3).
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Bomnpocsl AJ151 cCaMONIOATOTOBKH MO TeMe 3aHATHSA

. Anatomus 1 (HU3MOSIOTHS MTUTOBUIHON M MAPANTUTOBUIHBIX Keje3. [ OpMOHBI
K n nx 6uonoruyeckoe nericreue. Perynsamus dyukmuu DK 1 meTons! ee
uccienoBaaus. Pusnonorus GochopHO-KaIbIIUeBOro obMmeHa. Perymsmms
AKTUBHOCTHU MapaIlIUTOBUIHBIX keJe3. DPGeKTsl mapaTropMoHa.

. Juddy3HbIii HeTOKCHUYECKHM 300: ompeneineHue, STUOJIOTHS, MaTOreHeE3,
KJIMHUKA, JAWArHOCTHKA, nuddepeHnnanbubiii  auarao3. KoHceHcyc 1o
npodunakTiuke 3HAEeMHYeckoro 300a. CocTossHue 300HONW JHAEMHH U
opranuzaius HogHon npopuinakTuky B CBepAJIOBCKOM 00acTy.

BpoxneHHbIE  TMHOOTUPEO3:  ANHUAEMHUOJOTHS, O3THOJIOTHSA, TAaTOTCHE3,
Kjaccudukaius, BO3pPACTHbIE OCOOCHHOCTH KIMHMYECKUX IPOSBIICHUIA,
JUAarHOCTUKA, OpraHu3alusi W pe3yJbTaTbl HEOHATAJbHOTO CKPUHUHTA,
mubdepeHnanbHblii  [UarHo3, JIeYeHWE, JUCIAHCEPHOE  HaOIOACHHUE,
nporHo3, npoduiaktuka. [IpuobpereHHbiii  runotupeo3.  [IpuduHbL
Kimanueckne npossnenus. Jluarnoctuka. Jieuenue.

. XpOHUYECKHI ayTOMMMYHHBIA THUPEOHINT: SIUJIEMHOJIOTHS, STHOJOTHS,
MaTOreHe3, KIMHUKA, Iud(epeHInanbHblil AMarHo3, JeYeHue, TUCIaHCEPHOE
HaOJII0/ICHHE, TIPOTHO3.

. Juddy3upit  Tokcuueckuit 300: ompenerIeHUe, OSTUOJIOTHS, IaTOTCHE3,
KJIMHUKA, JUArHOCTUKA, Aud@epeHInanbHblii TUarHo3, TEUCHUE U HCXOJbI,
JIeYeHUE, NUCIIAHCEpHOE HAOIIOJCHHE, TMPOTHO3, TUPEOTOKCHMYECKUN Kpu3
(aTHoJIOTHSI, TAaTOTEeHE3, KJIWHWKA, JIMAarHOCTHMKA, HEOTJIOKHAasi Tepamnusi,
MPOTHO3, TPO(PHUIIAKTHKA).

. Y3J10BOM 300: ATUOJIOTHS, MaTOTCHE3, KJIWHUKA, JIMarHOCTHKA,
nuddepeHManbHbld  IUarHo3, TOKa3aHUs K XHUPYPTHUUECKOMY JICUEHHUIO.
[Iporuos.

. 'unonapatupeo3 ¥ runepnapaTupeos: ITHOJIOTHS, MATOreHEe3, KIMHUKA,
JTUarHocTuka, aud@epeHuanbHbli  AUarHo3, JedeHue. JluarHoctuka u

HCOTIIOKHAA TCPAIINA THIIOKAJIbIINCMUH.
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MATEPHUAJIBI JIJISI BHEAYJIJUTOPHOM PABOTHI CTYJEHTOB

OcHOBHbBIEC CBe/ICHUS 10 TeMe 00J1e3Hed IUTOBUIHOM xKeJIe3bl y
aereil M MOAPOCTKOB

Anddy3nbii Herokcuveckuint 300 (JAH3) - momsitwe rereporensoe,
BKJIIOYAIOLIEE HECKOJIbKO THPEONATUN C PAa3IMYHBIM I'€HE30M. Y JeTel BBIIEISAIOT
TPHU OCHOBHBIX KJIIMHUKO-TIATOreHEeTHYecKuX BapuanTa JIH3:
1. Dupemuyeckuii mudy3usiii (HoaaedunuTHbIN) 300;
2. T'mmeptpoduueckas popma ayroummyHHoro Tupeouauta (AUT);
3. Crnopamuueckunii 300 (B TEHE3€e KOTOPOTO JIKHUT TEHETHUYECKHd JedeKT
OMOCUHTE3a TUPEOUTHBIX TOPMOHOB).

JHaemudecknid (MogaepuuuTHbIi) 300 — auddysHoe ysemmuenue LK,
BCTpeUaroIieecss B momyssinuu Oonee 4yeM y 5% pgeTedl MIaauiero U CpeaHero
IIKOJILHOTO Bo3pacta. OOycClOBIEH ASPUIUTOM MOCTYIUIEHUS B OpPraHu3M Hojaa U
JOPYTUMU 3000T€HHBIMU (PAaKTOPAMH.

Ponp ifoga B KU3HENEATENBHOCTH OpPraHM3Ma JI0Ka3aHa M paccMaTpUBAETCSA
KaK pellaroias B CTAHOBJICHWM BBICIIMX TICUXMYECKHX (YHKIUH B TpoIecce
3BOJIIOINHN uesioBeKa. Moy AByseTcs CTPyKTYpHEIM KOMIIOHEHTOM TopmonoB IT[K —
TUpeouaHbIX TOpMOHOB (TI'), KOTOpBIE UTPAIOT BAXKHYIO POJIb B KUZHEIACATEIILHOCTU
YesioBeKa Jito0oro BO3pacTa, HO OCOOEHHO B IMEpPUOJ BHYTPUYTPOOHOM M paHHEH
MOCTHATaJIbHOM JKU3HU: OINPEAEISAIOT MPOIECChl dMOpUOTeHe3a U (OpMUPOBAHUS
BCEX OpPraHoB U cucreM, (HOpMHUPOBAHHE M Pa3BUTHE MO3Ta, aKTUBHOCTh TEUEHHUS
BCEX META0OJMYECKUX MPOLECCOB. YCTAaHOBJIEHO, 4YTO HApYUIEHUs, BbI3BaHHbIC
AepUIMTOM HoJla Ha JTarne BHYTPUYTPOOHOTO pa3BUTHUA U B PaHHEM JAETCKOM
BO3pacTe, SBIAIOTCS HEOOPATHUMBIMH M TPAKTHUECKH HE TOAIOTCS JICUYCHUIO U
peabwiurauuu. Bmecte ¢ Tem, pazBuTue W13 MoxeT GbITh [PEIOTBPAILICHO.
Amuonamozenes iodoepuyumnplx 3adonesanui. HenoctaTouHOE NOCTYIUIEHUE
fio/la B OpraHu3M MPUBOJIUT K CHHKCHHIO OMOCHHTE3a U cexpennu ropmoHoB DK —

tupokcuHa (T4) u tpuiiogtuponnsa (T3) u k noBeimenuto TTI, uro cTuMynupyer
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MEXaHU3MBbI 3aXBaTa HOAa IMUTOBUIHON *kKene30i, yckopenue kouBepcuu T4 u T3 B
KpOBHM M TKaHAx, runeprpoduio u runepruiazuto LK. B pesymprare LK
yBenuuuBaeTcss U dopmupyercs  300. @DopmupoBaHue 300a  SBIsETCA
KOMITCHCATOPHOM pPEaKIHe, HANpaBJICHHOW Ha Mojjep:kaHue romeocrtasa TI B
opranuzme. B nanbHeitmem, eciau coxpassieTcs ne@uuuT Hoaa, KOMIIEHCATOPHbBIC
Bo3moxkHOocTH DK ucromarorcs, aktuBauuss u yBenuuenue TTIT He mpuBOIAT K
YBEJIMYEHUIO OMOCHHTE3a TUPOKCHHA, (HOpMUpYyeTCs CYOKITMHUYECKHH, a 3aTeM U
SIBHBII TUIIOTUPEO3. I'mnoTupokcrHemust OepeMeHHOH, 10 Hayaia
¢dbynkuonupoBanust cobctBennoil 11K mnona (mepBeie 12 Hemens), HEraTMBHO
BIIMSIET Ha Tpoiiecchl 3moOpuorene3a u pazputue [{HC. B perunonax c gedunmrom
J0/1a CYHIECTBYET 3aBUCUMOCTh MEXY BBIPAKEHHOCTBIO THIIOTUPEO3a Y MATEpU HA
paHHUX CPOKax OEPEMEHHOCTH M CTENEHBIO MOPaKEHHUs] HEPBHOW CUCTEMBI y IIIOAA,
nockobky TI' Bimsitor Ha nuddepeHnuanuo ¥ MUSTHHU3AIUI0 HEHMPOHOB, HX
MYJIbTUILTMKALUIO, MUTPALIMIO U allOITO3.

Knunuueckue nposgnenus. CaMblM PaCIpOCTPAHEHHBIM  IPOSIBIEHUEM
HOJTHOM HEIOCTATOYHOCTH siBisieTcs 300. OHAKO COBPEMEHHbIE 3HAHUS MO3BOJISAIOT
BBIJICIUTh LENbIA PNl APYTUX MPOSIBIECHUN B 3aBUCMMOCTH OT BO3pacTa M CTENEHU
nonnedunura (tadm. 1).

Juaznocmuxa HJ13. Ouenka tsoxectn W3 MPOBOJIUTCS B COOTBETCTBUU C
pexomenaanuamu BO3 o mapamerpam:

a. Knuanueckum - ompeneneHWe dYacTOThbl 3002 B TOMYJSIIMU TIO JIaHHBIM
nanenaropHoro u /unmu Y3U - oocnenoanus DK
b. BuoxumudeckuMm - #odypus (OmpeaesieHue KOHIICHTPAIMKA HOoJa B Pa30BBIX

HOpLUSAX MOYM y JeTeill MpemyOepTaTHOro BO3pacTa C OLIEHKOW MeIuaHbl

Honypun); yposenv neonamanvro2o TTT'.

Buzyanvno-nanenamopnas oyeuwka [I[K BKIIOYaeT ONpeAcIICHUE CTEIECHU
VBEJIMYCHUS C  OJHOBPEMEHHOW  OIICHKOM  OCOOCHHOCTEH  TOBEPXHOCTH,
KOHCHUCTEHLIMHM PA3JIMYHBIX €€ OT/AEJIOB, CMENIAeMOCTH MpHU IJIOTAHUHU, XapaKTepa

yBenuueHus (auddysnoe, ysinosoe), mynbcanuu cocynoB. C 1994 roga B mupe no
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Tabmumal

CnekTp nposiBjienmuii iionogepuuuTHbIX 3a00aeBanuii (Hetzel B., 1993)

ITepuon ﬁonne@nuHTHaﬂ ITaTOJIOTHSI
OHTOI'CHE3a
deTanbHBIN CHOoHTaHHBIE BBIKUIBIIIN
1(S )5 (O [IpexxneBpeMeHHBIE POBI

BpoxneHHbIe TOPOKH pa3BUTHA

[ToBbIlIEHME IEPUHATAIIBHON U JETCKOW CMEPTHOCTH
Heppomoruueckuit kpeTuHu3M (yMCTBEHHasi OTCTajlOCTh,
TUIIOTUPEO3, TIIYXOHEMOTa, ClIaCTUYeCKas JUILIICTH)

HoBopoxnennsie | HeonataneHblii THIOTUPEO3
Bpoxnennsiii 300

Hetn n 300
HOJIPOCTKU ['unotupeos
Hapymienuss ymMcTBEHHOTO U (DU3MYECKOTO  Pa3BUTHS
(3azeprkka pocTa)
3azeprKKa OJIOBOTO CO3PEBAHMS
B3pocibie 300 1 ero ocnoXHEHUS
['unotupeos

Hapymenus penpoaykTuBHON QyHKIIUH
AHemust 6epeMeHHBIX
AKcernepalius aTepockiepo3a

JIro6oii Bo3pact | HapyiieHuss KOTHUTUBHOM (DyHKIIMH
Bropnunoe N/IC
[ToBpIlIeHa YacTOTa XPOHUYECKOW COMAaTUYECKOM MATOJIOTUU

Axcerneparius aTepocKiiepo3a

pexomennauuun BO3 ucnonb3yercss 0osee ynpolleHHas U JIOCTyIHas BpauaM BceX
cnenuaibHocTe kimaccuukauus pasmepoB K, MexayHaponHblii XapakTep
KOTOPOM MO3BOJISIET CPAaBHUBATh JAHHBIEC U3 PA3JIMYHBIX CTPaH:
e Crenens 0 - 300a HerT.
e Crenenn 1 - 300 HE BUJICH, HO MAJIBITUPYETCSI, IPU 3TOM pa3MEphl €ro J0JIeH
0oJbIIE TUCTANBHOMN (panaHry GOJIBIIOro Naliblia PyKU 00CIEayeMOoro.

e Crenens 2 - 300 majgbMUPyeTCs U BUJICH HA TJIa3.
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PekoMeHnayeTcst UCIONIb30BaTh TaHHYIO KJIacCU(PHUKAILUIO s OlleHKH pa3mepoB LK
Y B KJIMHUYECKUX LIEJIAX, U JJIsl IPOBEACHUS AMUIEMUOJIOTHUYECKUX UCCIEIOBAHUM.

Haubonee anexkBaTHoe npeactasiaeHue o pazmepax LK naer nposedenue ¥Y3U
[PK nuueitnbiM natuukom 7,5 — 12 MI'1 — onpenensitorcsi 00beM, 3XOT€HHOCTh U
ctpykrypa LK, 9TO mMO3BOJIAET C BBICOKOM TOYHOCTBIO BBISBISITH Y3JIOBBIE H
KUCTO3HbIE OOpa3zoBaHus, a Takxke npusHaku AWT (rumepsxoreHHble BKIIOYEHUS
TOYEYHOTO W/WJIHM JIHHEHHOTO XapakTepa Ha (oHE 0OIIero CHMKEHHS 3XOTEHHOCTH U
ouaroB. O0beM Ka)XJ0i J10JIM MOJCYUTHIBACTCS yTeM NepeMHOoX)eHus mupuHsbl (1),
mmabl (J1) u Tonmuas (T) ¢ koaddumenTom nonpasku Ha dyumHIICOUTHOCTH 0,479.

O6bem = (ILIT x AII x TIT) + (IIJI x IJI x TJI)) x 0,479
[To MexayHapoAHBIM HOpPMAaTHMBAM IIPU HCMOJb30BaHMU Y3U y B3pOCIBIX JIHII
(cTapuie 18 mer) 300 IUArHOCTUPYETCS, €CIIM O0BEM KEJE3bl Y KEHIIUH MPEBBIIIACT
18 M, y myxuuH - 25 miu. Y geteil Hambosee Ienecoo0pa3HO HCIOIb30BaHUE
HopMmaTtuBOoB oObeMa II[K, paccumTaHHBIX OTHOCHTENHHO IUIOMIAJAN MOBEPXHOCTH
Tena (Tadi. 2).
Tabmuma 2

HopmaTtuB 00bemMa HIUTOBUAHOM KeJjie3bl Yy AeTel (Mi1/m2)

(BepxHuii npeden HopmanvHulx 3uavenuti (97 nepyenmuns) ons oovema LK (6 mn) 6 pacueme na
NI0WA0b NOBEPXHOCMU MeNd Y Oemell, NPOACUBATOWUX 8 YCIIOBUSIX HOPMATbHO20 0Decnederus

uooom. (F. Delange et al. European Journal of Endocrinology, 1997, v. 136, pp. 180-187)

[Inomans  MOBEPXHOCTH 0809 10 1112 13 14 15 16 | 17

Tena (M°)
Masnbuuku 4,7/53/6,0 7,0 80 93 10,7 12,2 14,0 158
JleBOYKH 48 5971 /83 95 10,7 11,9 13,1 14,3 156

HHOHJ;aI[I) IMOBCPXHOCTH TCJIa pACCUUTBIBACTCS 110 HOMOI'PAMME HJIH 110 (bopMyne:

IIIT = B x P’ x 71,84 x 10", rze B - Bec B kr, P - pocT B oM.

[Tpu nanmuuum nuddysnoro ysenmyenus K mo manHeIM mampnanuu w/viam

YBCIIMYCHUA €€ o0ObeMa II0 OTHOIICHHIO K miIomaan ITOBEPXHOCTHU TCIa, ITOCIIC
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HCKIIIOYCHUA AYTOMMMYHHOTI'O TUpEONAUTA YCTaHABJIMNBACTCA

nuaraos "DHpemudeckuil 300 1 wim 2 crenern” (puc.l).

Anroputm andpepeHUManbHON MArHOCTUKN M neveHUs auddysHoro HeToKkcuvecKkoro 306a y geTteil nybepratHoro Bospacra

306 |-1l creneHu no kKnaccnpukaynm BO3, 1994

¥

V3U LUK

\ 4 T ¥ v
Obvem LWL e O6bem LY B Hopme, 306 623 M3meHeHN i R
Hopme 6‘ cTpykTypa AUT CTPYKTYPbI =R SR
- i TTT, - 4
Hgnian AT-TT, Vogna kanua Hl TTF, AT-TT, AT-TNO |
npodunakTuka AT-TAO
KonTtponb Y2 1 AUT, AUT,
AT-TM n AT-TT u/unn pas s 6 mecayes SYIUPEDS LMAOTUPEDS
AT-TNO «-» AT-TNO «=+» \L
AT-TTT u/mnn

Obbem LY. 623 guHamukn l
v

AT-TNO Hopma

/ 3YyTHpPeos3 | | rmnoTnpeos ‘

AWNT, sytupeos

| AWNT, runotupeos

[OuHamnueckoe Habnwgeune ¢ kouTpoaem YU u TTT
1 pas B 6 mecayes

)(_

\L NEBOTUPOKCHH

]

YeennueHne obbvema Il/H/lll rmnoTnpeos

Kusaee A.B., 2002 r.

Puc.1. Anroputm nuarnoctuku u neuenus JJH3 y nereii mybepratHoro Bo3pacra

CreneHb BBIPaXXEHHOCTH WOAHOTO AeUIMTa, ONpeaenseMas o 4yacToTe 300a
B MTONYJISALIMM, TIPEACTABICHA B Ta0M.3.
Tabnuma 3
INKIeMUOJIOTHYEeCKIe KPUTEPUHU OLleHKH TSKeCTH HoaHoro neguuura,

OCHOBAHHBbIE HA PACIIPOCTPAaHEHHOCTH 300a B nomyasiuuu (BO3, 2001 r.)

Crenenb BeipakeHHocTH | Jedumur fioma | Jlerkas Cpenneit Tsoxenas
HomHoro AehuIHATa OTCYTCTBYET TSOKECTH
Yacrora 300a Meuee 5% 5199 % | 20-29,9% | Bomuee 30%
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B cBs13u ¢ BBICOKOW aMIUTMTYI0M KOJEOaHMI WHINBHUTyIBHBIX KOHIICHTpPAIUN Ho1a
B MOYE€ JJisl OLEHKH CTENEHU BBIPAKEHHOCTH HOAHOrO AedUIIMTa HCHOIb3YyeTCs
MeauaHa nomypuu (Tadm. 4).

Taomuma 4

ONUEeMH0J0THYeCKHEe KPUTEPUHU OIEHKH TSIKeCTH HoaHoro feduuura B
3aBHCHMMOCTH OT YPOBHS ii0/1a B Moue (MoNyJIsiHMOHHbIE MCCIeT0BAHUA)

Mennana KOHIEHTpaLUH BripaskeHHOCTH HOAHOTO AeduimTa
HoJa B MOY€E, MKI/JI
Menee 20 Tsoxensiil nepuuut oaa
20 - 49 Jebunut Homa cpeaHeit TSHKECTH
50-99 Jlerkuit neuiut foaa
100 - 200 HopwmainbHblil ypoBeHb OTpeOIeHUs Hoa
201 - 299 YMepeHHO MOBBIIEHHOE MOTPEOIEHUET oaa
bonee 300 YBenuueHHoe notpediaeHue noaa

Memooamu 11000l npounaKkmuku A6AAI0OMCA:

— Maccosan — mnpodunakThKa B MacliTade MOMYJSIUUA IMyTeM HOAUPOBAHUS
IPOJIYKTOB MUTAHUs, B IEPBYIO OUEPE/Ib, IOBAPEHHOM COJIU.

— Ipynnoeaa - tipueM MOACOAEpKAIIUX TMpeHapaToB «rpymnmnamMyd pPHUCKa» IO
paszeutuio MJI3: metm no 18 1er; KEHIIMHBI, IUIAHUPYIOUIME OEPEMEHHOCTD;
oepemennbie, kopmsmue. B mpukaze M3 PO Ne 50 or 19.01.07 o pomoBom
cepTuduKate PEKOMEHJOBAH MpHUEM Kaius WOAuJa Ha MPOTHKEHUU BCel

6epemeHHOCTH U Bech niepuos nakrammu (2007 1.) no 200 — 250 mxe #iona B JI€Hb.

Ecnn Oepemennas He mnpuHMMalia Tpemaparbl iHojaa A0 3adarvs, CIeayeT
HAa3HAYUTh UX Cpa3y IpPHU IMOCTAHOBKE HA YYE€T B KEHCKOW KOHCYJIbTAIlUU, U

MPUHUMATh B TEYCHUE BCEH OEPEMEHHOCTH U JIAKTAIUH.
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Jlis ynoBieTBOpeHHs MOTPEOHOCTH opraHu3Ma B Hoxae y aered no 18 mer
PEKOMEHYIOTCS CIEAYIOLIME HOpMBI exenHeBHOro npuema (BO3, 1996):
e IS ieTed TpyaHoro Bo3pacta — 50 MKr
e I gerei ot 2 1o 6 net — 90 MKr
e s neret ot 7 no 12 ner — 120 mMxr
e s moApocTkoB — 150 — 200 mxr.
o Unoueudyanvnaa - TPOPUIAKTUUECKUNA TNPUEM JIO3UPOBAHHBIX IIPENAPATOB,
o0ecneunBaroUX (PU3NOJIIOTUYECKYIO €XKEIHEBHYIO NOTPEOHOCTh B HOAE Yy

OTACIBbHBIX JINII.

Bpoxaenunbiii runotupeo3 (BI') — oqHO 13 Hanbosee 4acTo BCTPEUAIOITUXCS
BpOXJIeHHbIX 3a0oneBanuii IIDK y nmereil, B OCHOBE KOTOpPOTO JIKUT IOJHAS WIH
YacTUYHAsg HEJOCTATOYHOCTh THUPEOUIHBIX TOPMOHOB, MPUBOIAIIAA K 3aJCPiKKE
pa3ButTus Bcex opraHoB u cucteM. Yacrora BI' B P® konebnercs ot 1 ciydas Ha
2000 — 5000 HOBOPOKICHHBIX.

Amuonamozenes.  BpoXIEHHBI  TUIOTHPEO3  MpPEACTaBISET  coOOif
TETEPOTreHHYIO MO THOJIOTUH Ipynmny 3a0oJjieBaHUM, 00YCIOBICHHBIX JTU00 MOp(dO-
¢dbynkuronansHOM HedpenocThio XK wnm runoramamo-runodusapHoOil CUCTEMBI,
b0 WX TOBpPEXJACHHEM BO BHYTPUYTPOOHOM Tiepuone. B monmaBisroniem
OonpIMHCTBE caydaeB (85-90%) umeer mecto mepBuuHbli BI', 00ycnoBieHHbIN
mucrenesuert DK (okTommsi, arenesus, rumoruiasusi). BeposiTHo, TpUUHUHOMN
aucrere3sun XK moryT ObITh M TreHeTHueckue (GakTopbl, U (DAKTOPHI BHEIIHEH
cpeabl. C BHEpEHUEM B IPAKTHKY METOJIOB MOJIEKYJISIPHO-TEHETUYECKOTO aHallnu3a
BO MHOI'OM HM3MEHWJIMCH B3IJIsbl HA dTHosoruto Bl'. B Hacrosiee BpeMs yaanoch
BBISIBUTH PsiJi TEHOB, MyTAalldd KOTOPBIX MPUBOMAST K HAPYIICHUSM SMOpHOreHe3a
K. Hanpumep, wuneHTHPUIMPOBAHO TPU TPAHCKPUIIIMOHHBIX (aKTopa,
ydacTByronux B 3akianke u auddepenmuporke DK — PAX-8 (paired domain
homeobox), TTF-1, TTF-2 (thyroid transcription 1 u 2).

[Tpuunnoi BI' MOTYT OBITH BpOKIIEHHBIE HapyIIeHUs: TopMoHoreHe3a B 1LDK:
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* HapyleHue opraHupukanuu oaa (BcaeacTeue AePeKToB MEPOKCUIA3HI UITU
cucTeMsl, TeHepupytomnieir H202),

* HapyuleHUe JAeHOouHa3bl HOITUPO3UHOB,;

* HapylIeHUE CUHTE3a WM TPaHCIOPTa TUPEOTIO0YINHA;

* OTCYTCTBHE CITIOCOOHOCTH KOHIICHTPUPOBAThH HOJI.
Onucanbl MyTallid B TE€HAX THUPEOUTHOM TMEPOKCUIA3bl M THUPEOTJIO0YJIHMHA.
JlokazaHO, YTO OTCYTCTBHE aKTHUBHOCTH THPEOWMJTHOW TEPOKCHAA3bl BEIET K
CHWKEHUIO  3axBaTa  HoAMJa  TUPEOLIMTAMM,  HAPYIICHHIO  IPOIIECCOB
opranu(ukanuy HOAUIOB W K CHIDKEHUIO CHHTE3a THUPEOUIHBIX TOPMOHOB.
HledexTsl TpancnopTa oguaa npu BI' MoryT ObITh cBs3aHbl ¢ MmyTarueit NIS-rena.
B renese oHoM U3 peakux GopM THIoTHpPe03a, 00YCIOBIEHHOTO PE3UCTEHTHOCTHIO
TKaHeW K TUPEOUTHBIM TOPMOHAM, JIEKUT e(DEKT TeHa, KOIUPYIOLIEro perenTop K
TUpPEOUIHBIM TropMoHaM. HacienoBaHue 3TOro mnpu3Haka BO3MOXKHO Kak IIO
ayTOCOMHO-PELIECCUBHOMY, TaK U ayTOCOMHO-JOMUHAHTHOMY THUITY.

Cpean penkux ¢opm BI' peructpupyercs BTOPUYHBIM BPOKICHHBIM
TUIIOTUPEO3, MPOSBISIOUINICS H30JUpOBaHHBIM JepunutoM cunteza TTI wim
THIONUTYUTapu3MoM. [IpUYMHOI BTOPUYHOTO THIIOTHPEO3a MOXKET OBITh Ie(eKT
Pit-1rena, MyTamuu B KOTOPOM BbI3bIBatOT KoMOuHUpoBaHHbIi neduur CTI, TTPJI
u TTI, unu nedext Prop-1 rena — TpaHCKPUNIIMOHHOTO (haKTOPa, BHI3BIBAIOIIETO
nedurut CTT, TTIPJI, TTT, I'TT.

B ocHoBe gmo0oit  ¢dopmel BI'  mexuT ToNHAS WM YacTUYHAs
HEJO0CTATOYHOCTh THPEOHUIHBIX TOPMOHOB, HEJJOCTATOYHOCTh KOTOPBIX MPUBOAMT K
CHIDKCHHIO aHA0OJIMYECKUX TMPOIIECCOB - HapylalTcsd MPOLECChl POCTa,
I GepeHIMPOBKU BCEX OPraHOB M CHCTEM OpraHu3Ma, 3a/Iep>KUBAETCs pa3BUTHE
HC. HeoOpatumocts mnoBpexaeHus [IHC npu mo3nHO HavyaToM JIEUCHUU
TUPEOUIHBIMU TOPMOHAMHU CBfI3aHa C OCOOCHHOCTSIMM  HeMporeHesa y
HOBOPOKJEHHOTO U peOeHKa MEePBhIX 6 MECSIIEB KU3HU.

Knunuka. B niepBeie THU U HEJENH TOCIE POXKICHUS XapaKTePHbIC KIMHUYECKUE

IMPU3HAKH TUIIOTUPCO3a MPAKTUICCKN OTCYTCTBYIOT. Bwmecte ¢ TEM, KpaﬁHe Ba’XHO B
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MEePBYIO JIeKaay KU3HU PeOCHKA MOCTAaBUTh JUArHO3 U HA3HAYUTH 3aMECTHTEIILHYIO
Tepanuio. B paHHEM KIIMHUYECKOM CKPUHUHTE Ha BPOXKJICHHBIN TUIIOTUPEO3 MOKET
OBITH MCIIOJIB30BaHa 1iKana Anrap (tadma. 5). [Ipu cymme 6ainso 6osee 5 — cirydai
MTO/I03PUTEIICH Ha BPOXKIACHHBIA TUTTOTHPEO3.
Tabmura 5
IIkana Anrap 1Jisi AMATHOCTHKHU BPOKIEHHOT0 THIIOTHPE03a y

HOBOPOKACHHBIX

Kinunn4yeckuii npu3Hak bajuibl

[Tynounast rpsika

OteuHoe IuI1o

3anopsl

JKeunckuit o

BJ'ICI[HOCTB, THIIOTCPMUA KOKHU

VYBeTu4eHHbIN S3BbIK

Mel1ieuHas THIIOTOHUS

XKentyxa 6onee 3-x Henenb

[Ilenymenne u cyxocTb KOXKHU

OTKpBITHIN 33IHAN POJHUYOK

bepemennocts 6onee 40 Heneab

R R R R R R R R R N NN

Macca Tena npu poxxaenuu 6omee 3500 ¢

Ha 3-4-m Mecsle XKU3HM, €CIM HE HAyaTro JICUECHUE, MOSBISIIOTCS TaKue
CUMIITOMBI KaK IIoXasi mprubaBKa B Macce Teja, TUIoTepMus, OJIeTHOCTh U CYyXOCTh
KOXH C CyOUKTEpUYHBIM OTTEHKOM, MbIIlI€YHAasi THIIOTOHUS, METEOPU3M, 3aIOPBbI.

C 5-6-mecsiuHOTO BO3pacTa MpH OTCYTCTBUM JICUCHHUS HA TIEPBBIN IUTaH
BBICTYMAET HapacTarollas 3aJepXkKa MCUXOMOTOPHOIO U (DPU3UYECKOTO pPA3BUTHUSA
peOeHKa, XapakTepHO [O3[Hee Npope3biBaHUEe 3yOOB U MO3JHEE 3aKpbITHE
ponuuukoB. [lpomopuum Tena HOpUOMMKAIOTCA K XOHAPOAUCTPO(DUUHBIM,

XapaKTCpHAa MbIINICYHAA THIIOTOHHA H PACXOXKIACHHUC IIPAMBIX MBI XHWBOTA.
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BeipaxkeHbl W3MEHEHMST CO CTOPOHBI CEpALA: pPACIIUPEHUE TPAHUIl CEpAUa,
TJIyXOCTh TOHOB, Opamukapaus, GyHKITMOHAIBHBIN IIIyM, YMEHBIIICHHUE TyJIHCOBOTO
nasyieHusi. OTCTaeT pa3BUTHE MOTOPUKH U PEUYEBOE PA3BUTHE, NETU BAJIBIE, O3THO
HAYMHAIOT CUJETh U XOJUTh. JInype3 CHUKEH, XapaKTEPHbI 3aII0PHI.

Ilo cremeHu TAKeCTH NEPBUYHBINA THIOTUPEO3 NOAPA3ACISIOT HA:

* JIATCHTHBIN (CYOKJIMHHYECKHI) — MOBbIMIeH ypoBeHb TTI mpu HOpManbHOM
ypoBHe cT4;

» wManudectHbii — noBeiieH TTI nmpu cHwkeHHOM ypoBHE c¢T4 ¢ Haluuuem
KJIMHAYECKUX MPOSABICHUM;

* KOMIIEHCUPOBAHHBIN;

* JIEKOMIICHCUPOBAHHBIN;

* TSDKENOTO TeueHUsl (OCIOKHEHHBIN), MNpU KOTOPOM HMEIOTCS TSKEIbIC
OCJIO)KHEHHUSI: KPETUHU3M, CEpACUYHAasi HEAOCTATOYHOCTD, BBIIIOT B CEPO3HBIE
MOJIOCTH, BTOpUYHas ajieHoMa runodusa. OCI0oKHEHHBIA TUIOTHPEO3 (Kak
MPaBWJIO, TO3HO JAMArHOCTUPOBAHHBIN) 0€3 CBOEBPEMEHHO Ha3HAYEHHOMU
3aMECTUTEIIbHOM TOPMOHAJIBHOW TEpalvu WIM OTMEHE TEPANUUA MOXKET
MPUBECTH K PA3BUTHUIO THIIOTUPEOUTHON KOMBI.

Juaznocmuka. C 1uenpt0o paHHed JUarHOCTUKUM BI' BceM HOBOPOXIECHHBIM
IIPOBOJIUTCSI HEOHATAIBHBIM CKPUHUHI ITyTeM onpeneneHus ypoBHs TTI B cyxux
nATHax KpoBH. [etu ¢ noseiieHHbIM ypoBHeM TTIN (>20 MxE]Jl/min, B kpoBu >9,0
MKEJl/Mi1) TpeOyIOT CPOYHOTO YTOYHEHUS JUArHO3a.

OOGcnenoBanue U JanbHeiee HabMOAeHUE AETeH OCYIEeCTBIsETCS B 3 ATamna:

- 1 3Tan - poaAUIIBHBIN AOM;

- 2 3Tan — MEUKO-TeHeTHUeCcKas J1abopaTopus;

- 3 oram — JeTcKas NOJIMKINHUKA.

1 osman — poounvHwviti 0om. Y BCEX JOHOLICHHBIX HOBOPOXKJICHHBIX Ha 4-5 JEHb
*u3HU (y HEJOHOIIEHHBIX — Ha 7-14 neHn) OepeTcs KpoBhb (Uallle W3 IMSITKH) U B
BHUJIe Kamnesb (6-8) HaHOCUTCS Ha CHelUalibHYI0 (QuibTpoBalbHYH0 Oymary. Bce

O6p33].[]51 KpPOBH OTCBUIAOTCA B MCIANKO-TCHCTUYCCKYIO na6opaTopmo.
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2 sman - Mmeouko-eeHemuyeckdas aabopamopus, TIE€ B CyXUX IATHAX KPOBH
onpenensiercss yposerb TTI'. Hopma ypoHs TTI' (111 ”MMyHOIMAarHOCTHYECKOM
cuctemsl «/lenpdus») B ceiBopoTke coctapiser < 20, 0 mxE/l/mi (B kpoBu < 9,0
MKE/l/mi). Bee o6pasunt ¢ ypoBaem TTI B ceiBopoTke kpoBu Bbiie 20,0 MxE/l/mn
(B kpoBu BbIe 9,0 MkE]Jl/MiT) 10OJKHBI OBITH TIPOBEPEHBI TOBTOPHO. Eciu ypoBeHb
TTI B ceiBopoTKe coctaBiseT 40-100 MxEJl/Mi, To ¢ Gosbliiel nojei BEpOITHOCTH
MOXHO 3anon03puth BI'. B aTux ciaydasx noBropHo onpenensercsa He Toyubko TTT,
HO U cBoOomubii T4 (cT4). Ecnmu yposenp TTI mpesbimaer 100 MkEJ/mi,
BEepOATHOCTH BI' 04ueHb Benrka 1 He0OX0IUMO Cpa3y K€ HaUYMHATh JICUCHHUE.

3 aman — demckas noauxknunuxa. [Ipu MOBTOPHOM BBISBJIEHUH BBICOKOI'O YPOBHS
TTT u3 Menuko-reHeTUYeCcKOoi J1abopaTopuu B MOJUKIMHUKY 10 MECTY JKUTEIHCTBA
MOCTYNAeT YBEJOMIICHHE O HEOOXOAMMOCTH CpPOYHOro 3abopa KpOBH Ha
onpeaenenue ypoHs TTI u ¢T4 B ceiBopoTKe KpoBU. Ha 3TOM 3Tame 3a 1eTbMu C
BI' Benmercs nuHamudeckoe HaOIIOIEHHUE TeauaTpa U dHIO0KpuHosora. KoHtpoib
TTI' u ¢cT4 B CBHIBOPOTKE KPOBH MNPOBOJAWTCS KaXIble 2 HEIENW ITOCJIE Hadayia
3aMeCTUTENIbHON Tepanuu (10 HopManuzauuu cT4). JlanpHelme KOHTPOJIbHBIC
WCCIENOBaHN Ha | roay >KU3HU NMPOBOIATCS KaxKible 2-3 Mecsla, Mocie roja —
Kaxble 3-4 mMecsa.

[Ipu BTOpMYHOM ruNOTHpPEo3e ypoBeHb TTI 0ObIYHO B HOpME, a ypoBeHb cT4
CHUKEH.

B nunamuke HaOmroleHUs B IUIaH OOCTEOBAHUS BXOJWUT ONpENETICHUE B
CBIBOPOTKE KPOBH THUPEOTJIO0YJIHMHA, YPOBEHb KOTOPOTO CHMKEH NpPH TUIO- WIH
arazuu LK. Yposens AT-TIIO pekomeHayeTCs ONpEAEsiTh Y HOBOPOKIECHHBIX
¢ runotupeo3om ot marepeit ¢ AUT. [IpoBoautcs koHTposib OAK 1151 BeIsIBIECHHUS
aHEeMMHH, OMOXUMUU KpOBHU TUTSt BBISIBIICHUS JTUCTUTTAIEMUN
(runepxonectepuHemun), runepommpyounemun; DKI'; Y3U K, mo nmokazanusm
- paguounsoronHoe ckanupoBanue LK (c 5 net), olieHka KOCTHOTO BO3pacTa.

Jleuenue. 3amecTuTeNnbHAs Tepanus IMPENApaTaMyd TUPEOUIAHBIX TOPMOHOB

JOJDKHA OBITH HauvaTa Cpa3sy KC IOCJIC YCTAHOBJICHUA JUArHO3a (He IIO3JHCC
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IIEPBOT0 MeECALA KU3HM). JIEBOTUPOKCUH HATpus (KOMMEpuecKue HazBaHus — L-
TUPOKCHUH, 3YTHUPOKC) COBEPIICHHO HWACHTUYEH MPUPOJHOMY TOPMOHY YeJIOBEKa
TUpoKkcuHy. Jlo3a mpemnaparta noabOupaercs MHAMBUAYaidbHO. Bes cyTounas posa
JlaeTcs BO BpeMsi yTpeHHero kopmuieHust win 3a 30 — 40 MuH 10 3aBTpaka.

Pacuem 0o03v1 1e6omupokcuna:
® y JIOHOIIICHHBIX HOBOPOXKAEeHHBIX - 10,0—15,0 Mxr/kr/cyTku nau 150-200 MKF/MZ;
® y HEJIOHONICHHBIX HOBOPOXKIEeHHBIX 8,0—10,0 MKI/KT/CyT;
e y nereii crapie 1 roga - 100— 50 mMkr/m” (0T 4 - 6 10 8 MKI/KT/CyT).

Kpurepuu anekBarnocTu tepanuu Bl
- HOpMaJbHBIM ypoBeHb cBT4 (HOpmanu3yercs depe3 1-2 Hemenu mocie Hayaia
JIeYEeHUs ),
- HopMalibHbIN ypoBeHb TTI' (HopManu3yertcs yepe3 3-4 Henelu JeUeHus);
- HOpMaJIbHbIC 3HAYCHUS MTOKa3aTesiel (PU3nueckoro pa3BUTHS;
- HOPMaJIbHBIE TEMITbl HEPBHO-TICUXHUYECKOTO Pa3BUTHS,
- COOTBETCTBHE KOCTHOTO BO3pacTa MaclOPTHOMY.
Jlucnancepnoe HabawOeHue BKIIOYAET TOCTOSIHHOE HAOJIOACHUE Yy meauaTpa u
CHEIUATNCTOB pa3HOro TMpoduis (PHIOKPUHOJIOTA, HEBPOJOra, JOromneaa,
cypnoiora, mcuxonora u ap). Jetu ¢ BI' B OONbIIMHCTBE CiIydyaeB HMMEIOT

BO3MOKHOCTBh JOCTHKCHHUA OIITUMAJIBHOT'O (bHSI/I‘lCCKOFO U YMCTBCHHOI'O pa3BUTHUA.

JAuddy3nbid TokcHueckuit 300 (0osae3nb I'peiiBca) - cucremHoe
ayTOMMMYHHOE 3a00JIeBaHHE, Pa3BUBAIOLIEECS BCIEACTBUE BbIPAOOTKM AHTUTEN K
peuenropy TTI' u nOposABIAIONMIEECS MOBBIIMICHUEM TMPOIYKIUU THUPEOUIHBIX
TOPMOHOB IIUTOBUIHOM JK€JI€301 C pa3BUTHEM CUHIPOMA TUPEOTOKCUKO3a.
Amuonamozenes._3adboneBanue Brnepsble onucanu Pobept xelimc ['peiisc B
1835 rony B Jyommuue (Upnannus), a 8 1840 roxy — nemenkuit Bpau Kapn Anonbd
¢on bazenoB B Mep3eOypre (I'epmanus) (“mep3ebyprckas Tpuana bazemosa” —
sk30(TasibM, Taxukapaus, 300). B Poccuu 3a0osneBaHue BCTpedaeTcCsl TOCTATOYHO

penko (mpumepro 0,1/100 000). JleBouku 3abojeBaroT B 6-8 pa3 warmie. boie3nb
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['peiiBca sBnsercs MHOTO(AKTOPHBIM 3a00J7€BaHHEM, NPU KOTOPOM TE€HETHUECKU
00yCIIOBJIEHHAs: UMMYHHAs PEaKIusi OTMIOCPETYETCsl CPETOBBIMU (DAKTOPaMH.
l'enemuueckue axmopel. 3abojieBaHHE HEPEIKO HOCHUT HACIEIACTBEHHBIM
xapaktep. Y poactBeHHHKOB aerei ¢ JIT3 3HaumtenbHO C OOJBINEH YacTOTOM
BBISIBIISIFOTCS AHTUTUPEOUTHBIE aHTHUTENA. Ponb TE€HETUYECKOU
npenpacnoyioxkeHHOCT B martoreHe3e Oonesnu ['peitBca (BI) mo cpaBHenuio ¢
dakropamu okpysxaromieit cpeabl nocturaet 80%. K HacrosimeMy BpeMeHU OMHCAaHO
MHOIO MOTEHUUAJIBHBIX JIOKYCOB MpeapacnoyiokeHHocth K bI.  Mmuorue
WCCIIEIOBaHMs BBIABISUIM accoumanuio Oonesnu ['peiteca ¢ HLA-DR3 nns aun
€BPOIEMCKON packl U pa3IMyHble accoluanuu Apyrux amnened HLA nmus apyrux
STHUYECKUX Ipynn. BTopsIM reHom, moauMoppusM KOTOPOrO acCOLMHPOBAH C
oonesnpto I'petiBca, sBisercs CTLA-4, Koaupyromuid KIOYEBYIO PETYISATOPHYIO
MOJIEKYJly Ha MOBEpXHOCTH T-muMQonuTOB, (QYHKIMEH KOTOPOH SIBIsSETCA
3aBepiieHnne uMMyHHOro otBeta. ['en CTLA-4 wumeeT BakHOE 3HAYCHHE IS
MMMYHHOW TOJepaHTHOCTUH. Ho acconmanms ero amnenert ¢ bl eme MeHsbie, yem
st HLA. Opnako, Hu onuH U3 u3BecTHBIX JIOKycoB (HLA-DR3 u CTLA-4) ne
MOXET O00BscHUTh mnartorene3 mnopaxenuss LK. BeposrHo, peub wuger o
MHOKE€CTBEHHOM HACJIEJ0BAHUU, IIPU KOTOPOM KaXKIIbIil ()aKTOp BHOCHUT OTAEIbHBIN
HE3HAYUTENbHBIN BKJIaJl, HO €r0 KpaiHe TPYAHO UACHTU(ULINPOBATS.

Daxmopwvl  okpyscarouei  cpeowl. Ilpoouupyromumu  dakropamu bl
ABIISIIOTCS CTpecc, MHPEKLINU, TPaBMbI, KypeHHE, JIeKapCTBEHHbIE CPECTBA, a TAKXKe
skoJiorndeckue (haktopbl. C HaydyHOU MO3UIMU OOJIBIIONW WHTEPEC MPEACTABISIOT
ATPOT€HHbIE TMPUYMHBI, CIOCOOCTBYIOIIME pa3BuTHIO ©Oone3nu ['pelica. B
YaCTHOCTH, OIHMCAaHO HECKOJBbKO CJIy4yaeB pa3BUTHUS 3abojieBaHus Ha (oHE
Ha3HAYCHUS] HMMYHOMOYJISITOPOB, TakKuX Kak B-untepdepon (B-1FN).

Anmumena k peyenmopy TTI. llentpanbHyto poiib B narorenese T3 urparot
HapylmeHuss B T-KJIE€TOYHOM 3BEHE HMMYHUTETa. MHOTrME HMMYHOJOTHYECKHE
acniekTbl bl cXOIHBI C TAKOBBIMH MPHU KIACCUYECKOM ayTOMMMYHHOM THUPEOMIINUTE

(ayTOMMMYHHOM THUIIOTUPEO3E), U ITU 3a00J€BAHUS B PSAJIC CIydyaeB BCTPEUAIOTCS B
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OHOM M TO# ke cembe. Ilpu 3TOM (akTOphl, KOTOPHIE OO0YCIOBIMBAIOT PA3BUTHE
pPa3TUYHBIX BapUAaHTOB ayTomMMyHHOro 3aboseBanust LK y muip co cxomuoit
TEHETUYECKON TMPEApaCIONOKEHHOCTBIO, JI0 HACTOAILIETO BPEMEHH OCTAOTCS
HensBecTHhIMU. Cama no cebe XK saBisieTcst MmecTom, rae oCylIeCTBISETCS CUHTE3
ayTOAHTUTEJ, HO TOJIBKO Ha MO3JHUX CTaAusx 3aboneBaHus. [Ipu 3TOM He BIHOJIHE
MOHSATHO, KakoW UMTOKMHOBBIM npodwnr — Thl wmm Th2 - wMoxer
skcupeccupoBatbes B LK, 4To, BO3MOXHO, OOYyCIOBIEHO  OOJBIION
POJOJDKUTEIBHOCTBIO M pa3HooOpa3neM ayToUMMYHHOro otBeTa. [losiBisiercs Bce
OOJIBITIE JTAaHHBIX, YTO OINPEACIAIONIMM 3BCHOM IaTOTCHE3a ayTOMMMYHHBIX
3a0oneBanuit K sdaBnseTcss cHMKeHWEe QYHKUMM aHTUreHcneuupuueckux T-
CyHpeccopoB. AKTUBUPOBAaHHbIE T-Xenmepsl, OpOAYyLUPYs] HUTOKUHBI, TOBPEKIAOT
TUPEOUJHYIO TKaHb, CIOCOOCTBYS MNPOAYKIMU B-nmumdoruramu crnenuduyeckux
ayToaHTuTeN (TUpeoOIoKUpyIouX, Kak mpu AUT, unu TUpEOCTUMYITUPYIOIIUX, KaK
npu JT3). Camu knerku 2K skcnpeccupyroT psiji MpOBOCHATUTENIBHBIX MOJIEKYJ B
OTBET Ha JICUCTBUE IIMTOKUHOB U CYOJIETAIBHBIX aTaK KOMIUIEMEHTA, KOTOPhIE MOTYT
npoucxoauth npu bBI' (anturenst HLA xnacca 11, monekynsl aaresun u CD40). B
pe3yJbTare caM THUPEOLUT MOXKET BIUATh HA MPOrPECCUPOBAHHUE AyTOMMMYHHOIO
rporuecca.

K HacrosiiemMy BpeMEHH CTajl0 MPaKTHUYECKH OYEBHIHO, UTO MOCIETHUM
ATanoM naToreHesa 0oJe3Hu ['peiiBca siBisieTCsl BHIpabOTKa TUPEOCTUMYIUPYIOLTUX
ummyHornoOynmuHoB (TCH). OcHoBHOe 3HaueHue B marorenese bl mpumaetcs
oOpa3zoBaHuio ctumyiupytonmx antuten k peuentopy TTI (AT—pTTI). Otu
aHTHUTENA CBIA3bIBAIOTCS ¢ peuentopoM TTI, mpuBOAST €ro B aKTUBHOE COCTOSIHUE,
3amyckasi BHYTPUKIIETOUHbIE CHCTeMbI (Kackaabl HAM®D u ¢GochornHO3UTOIOB),
KOTOpbIE CTUMYJUPYIOT 3aXBaT UIMTOBUIHOM JKEJIE€30d MoJa, CHHTE3 U
BBICBOOOKJIEHHE THPEOUIHBIX TOPMOHOB, a TaKXke mposindepannio TUPOIUTOB. B
pe3ynbTaTe Ppa3BUBAECTCS CHUHIAPOM  MUPEOMOKCUKO3Ad, JOMUHUPYIOIIHA B

KIMHU4YecKor KaptuHe bI'. OmHako T1ONHOE TNOHUMAHHUE CTPYKTYPHBIX U
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¢byakuonansHbix B3auMooTHomeHud AT-pTTID ¢ camum penenTopoM, Kak H
narorenesa bl B enom , emnie He TOCTUTHYTO.

BeposaTtHee Bcero, HaiuyuMe pas3MYHbIX BapuaHTOB aHturen K pTTT,
WHANBUAYyaIbHbIE OCOOEGHHOCTH pPEAarupoBaHUs THUPEOIMTa C AaHTUTEIaMH U
pEryJsiiui ayTOUMMYHHOTO TpoIliecca, OMPEeeisioT 0COOEHHOCTH —KJIMHHUYECKOTO
TeueHus: Oone3nu ['peiiBca, B 4aCTHOCTU €€ TsKecTH, creneHu ypenuueHus DK u
porHo3a 3 (HEKTUBHOCTU TUPEOCTATUICCKOMN TepaInu.

Knunuueckue nposaenenun /|T3. Kniunnueckasa kaptuHa bl' ompepensiercs
CHUHIPOMOM THPEOTOKCHKO3a C XapaKTepHBbIM HapylIeHuEeM (YHKIIMU BCEX OPTaHOB
n cucteMm. Kiaccuueckas Tpuajga CUMOTOMOB: 300, 3K30(pTambM, TaxXHKapAus
BCTpeyaeTcsl y OOJIBIIMHCTBA NAIIUEHTOB.

Yeenuuenue IIPPK aBnsercs nanbonee xapakTtepHbiM npuzHakom [T3. Ilpu
5TOM HET IOJIHOTO MapauieInu3Ma MeXay pasMepaMud 300a M TSDKECTBIO
TUPEOTOKCUKO3A.

XapakTepHO npoepeccupyroujee noxyoenue (4acTo Ha (POHE MOBBIILIEHHOIO
anmneTuTa) u ObICTPOE Pa3BUTUE CUMIITOMOB.

OTMmeuaeTcst HapyuieHue 0essmenbHOCmU HepeHoU cucmemsl. YacTo mepBbIMU
NPOSIBIICHUSIMU 3a00JIeBaHUs Y peOCHKaA SABJISAIOTCS U3MEHEHUsSI TIOBEJICHUs. Y JeTen
MOSIBJISIETCS HEPBO3HOCTb, IUIAKCUBOCTb, SMOLMOHAIBHAS HEYCTOWYUBOCTb,
HEYCUJYMBOCTh, HAapylIEHUWE CHAa, BHYTpeHHee O€eCIOKOMCTBO, ObICTpas
YTOMJISIEMOCTb, O0Iasi U MbIIIEYHas, Cl1a00CTh JApPOKaHUE PYK (MHOIA U BCEro
Tena), noTiuBocTh. Cpean OBUraTeNbHBIX HAPYIICHHN Hanboliee XapaKTepHBIMU
ABJISIIOTCS TUIEPKUHE3bl N0 Tuiy Xopeu. llpu ocmorpe peOEHOK HE MOXKET
CIIOKOMHO CHJETh Ha OJHOM MECTE, BBIABIIETCA MEIKUH TPEMOp MNAJBLEB PYK,
A3bIKA U BEK.

Hapywenue oOesmenvnocmu cepoeuno-cocyoucmoti cucmemvl SBISETCS
OJIHUM U3 paHHUX CUMITOMOB 3a00JieBaHUsA. XapaKTepHa MOCTOSIHHASA TaXUKapaAus,

aKIEHTyaluss  TOHOB, OpU3HAKK  TUNEpTpoUH  JIEBOTO  KEIyJouKa
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(GYHKIIMOHATBHOTO ~ XapakTepa, IMOBBIIICHHE CHCTOJIMYECKOTO U  CHUXKECHHE
nracroiandeckoro AJl.

[Ipu AT3 crpamaer ¢@yukyus HaonoueyHuxos, 4TO NPOSABIAETCS oOIIeH
cJ1a00CThIO, TUNEepIUrMeHTalren KOXHBIX ITOKPOBOB, CHUKEHUEM
nuactoanyeckoro AJl.

OtmeyaroTcs Takke H3MEHEHHs] (YHKUUMU JIPYTUX CHUCTEM OpraHu3Ma |
HapyILIEHUE YIIEBOAHOIO U JUIUAHOTO OOMEHA.

Juaznocmuxa J[T3. JlabopamopHnasa ouaecnocmuxa: pu nojao3peHuu Ha bI'
HEe00xoauMo onpenenuTs ypoBeHb TTI' B KpOBH BBICOKOUYBCTBUTEIBHBIM METOOM
u ypoBHU cBoOOAHBIX ropmoHoB UK - T4 u T3. [IaTOrHOMOHWYHBIM IS
TUPEOTOKCUKO3a SIBIISIETCSl OUeHb HU3KUHM ypoBeHb TTI' M moBbllIeHHE 000UX WU
OIHOTO W3 TUPEOUIHBIX TOPMOHOB. 11 moarBepxkaeHuss bl B CBIBOPOTKE KpOBH
OIIpElENIACTCA KOHLEHTpaLus AT- pTTD (antutren k peuentopy TTT),
MOBBIIICHHBIN YPOBEHb KOTOPBIX MOATBEPKAAeT Hamuuue bl
Hucmpymenmanvnas ouaznocmuxa BKIOYAET MPOBECHUE:

- yneTpa3BykoBoro wucciepoBanus HPK: npu BI' BeiaBisercs auddysnoe
YBEJIMYECHHE 00bEMA, CHIIKEHHE 3XOT€HHOCTH, ycuieHue kpoBotoka B [1DK.
- cuuaturpaduun K (mpoBoauTCs TOJIBKO MO TOKA3aHUAM YHIOKPHUHOJIOTA).
Ilpunyunvt u yenu neuenusn /{T3. YuutbiBas HU3KYHO 3a00JIeBa€MOCTb, JIETH H
noapoctku ¢ JAT3 gokHBI ObITh CKOHLIEHTPUPOBAHBI B PETMOHAIBHBIX LIEHTpaX
JIETCKOW SHIOKPUHOJIOTMM, Y CIELUAINCTOB, OOJAJalolUX JOCTaTOYHBIM
MPAKTUYECKUM OIBITOM B HAOJIOICHUH TTOT00OHBIX OOIbHBIX.
B HacTosmee BpeMs cymecTByeT Tpu Meroaa geueHus 1 13:

1) KOHCepBaTHUBHAs TEPAITHUS;

2) XUPYPrHYECKOE JICUCHHUE (TUPCOUIIKTOMHS);

3) Tepanus paJHoaKTHBHBIM HOJIOM.

OpnHako, HU OJWH M3 3TUX METOJOB HE SIBISIIOTCA NAaTOT€HETUYECKUM, T.K. HE

BIMAIOT Ha npoaykuuto U akTuBHOCTh AT-pTTI. Bce onm HampaBieHbsl Ha

JIMKBUIAAIMUIO THUPCOTOKCHUKO3a IIYTCM IIOAABJICHUS BI)Ipa6OTKI/I THPCONIHBIX
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TOPMOHOB, Ha JIOCTH)KEHUE CTOMKON PEMHUCCUH WJIW HA MOJICPKAHUE IYTUPEO3a
B TEYCHHE BPEMEHHOTO WHTEpBaia, HEOOXOAMMOTO JUIsl TMPOBEACHUS
paguKaIbHOTO JICUEHUs, Korja 3To Oyaer Haubojee O€30MacHO W /Wi Oyner
ny4iie nepeHocuThbes. Llenp neuenus bl — noctuxenne peMuccun, To €CTh CTOU
KOW HOpMaJu3aluy ypOBHS TUPEOUIHBIX TOPMOHOB.

KoncepBatuBHas Ttepanusi. Jleyenue gereit ¢ BI' HaumHalOT B YCIOBHAX
JETCKOT0 3HJIOKPUHOJIOTUYECKOTO OTAENEHUs. B kadecTBe THpPEOCTAaTUUECKOU
TE€palid MCIOJB3YIOTCS TMpENnaparbl U3 TPYNIbl THOHAMUIOB — THAMa30Jl
(MHH), Tupo30:1, Mmepka3oui (TOproBoe Ha3BaHUE).

CpenHue CyTOUHBIE AO3MPOBKM THama3ojia CocTaBisioT: A0 1 roma — 1,25
Mmr/cyt; ot 1 go Sner — 2,5-5 mr/cyt; ot 5 1o 10 net — 5-10 mr/cyt; ot 10 1o 18 ner
— 10-20-30 wmr/cytr. CytouyHas mo3a genuTcs Ha 2 - 3 mpuema. Tuamazon
BbIlTycKaeTcsa B Tabnmetkax mo 5 wmm 10 mr. Ilocie MOCTHXKEHHS CTOMKOTO
syTHpeo3a (00bIYHO Yepe3 6 Hemelb OT Havasla MpueMa Mpernaparta) SHI0KPHUHOJIOT
MOCIIEZI0BATEIBHO B TeUeHUE 2-3-X Helenb CHIKaeT 103y Ha 30—50% oT ucxomaHoi.
B nanpHeimeM OCylIECTBISETCS JJIATEIBbHBIA MPUEM «IOJJEPKUBAOIIEH» O3B
THaMas3oja, KOTOpas  ONpENENsAeTCs  WHIMBUIYaJbHO  TOJ  KOHTPOJIEM
SHJAOKpPUHOJOra. MUHHUMAaNIbHAsg JJIUTEIbHOCTh JICYEHUS THAMa3oJioM Yy JAeTel
cocTaBiisieT He MeHee 1-1,5 net. B ciiyyae OTCyTCTBHUS pelIMAMBOB THPEOTOKCHKO3a
B TeueHue 1—1,5 ner Tepanuu, nanbHEWINAs TAaKTHUKA JIOJDKHA CTPOUTHCS Ha
onpeneneannn AT-pTTD (hopmanvuvii yposenv — ommena, noeviuleHHbll —
npoooadceHue nedenus: euje 3-6 mecayes Ui peuilenue 8onpocd O paoukaibHOM
emeuwamenscmee). OgHako HopMaibHbIi ypoBeHb AT-pTTI" B MOMEHT OTMEHBI
Tepanuu HE TapaHTHUPYET 3alUTy OT Pa3BUTHs PElMIMBA B OyIyIIeM, B TO BpeMs
KaK TMOBBIIICHHBIM YPOBEHb — HECET BBICOKMH PUCK pEIUMBa B TEUCHUE MEPBOTO
roJia nocjae OTMEHHI.

Xupypeuueckoe neuenue Oonesnu Ipetigca. IlokazaHus K ONEpPaTUBHOMY
JICYEHUIO:

1. OTCyTCTBHE CTOMKOI pEMUCCHUU;
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2. HENEPEHOCUMOCTh TUPEOCTATUUECKUX MPEMAPATOB;

3. peruanBUPYIOIIEe TeYCHNE TUPEOTOKCUKO3a Ha (JOHE TepaIuy;

4. 6omapire pa3mepsl 300a (y moapocTkoB >30 mi);

5. OTKa3 OT Tepanmuyd pPaAUOAKTHBHBIM WOJAOM TIpu HEIPHEKTUBHOCTH
MEJIMKaMEHTO3HOU Teparnuu.
OneparuBHoe nedeHHe AeTred U noapocTtkoB ¢ T3 mOmKHO TPOBOAMUTHCSA B
CIICHUAIU3UPOBAHHBIX MEIUIMHCKUX YUYPEKIACHUAX, OOJaJaIoIMNX HEOO0XO0IUMBbIM
NPAaKTUYECKUM OIBITOM M COBPEMEHHBIMH YCIOBUSIMU [JII XUPYPTrUYECKHUX
BMmemarenscTB Ha DK (oToeneHuss 3HIOKPUHHOM XUPYPIHM), 4YTO THO3BOJIUT
CYIIECTBEHHO CHU3UTh YaCTOTY MOCJIEONEPALIMOHHBIX OCIOKHEHHUI. PekoMeH1yeMblii
00beM BMeNIATeIbCTBA (Mupeoudsxmomusi) SIBISCTCS TapaHTUCH IMOKU3HEHHOU
pemuccuu 3abosneBaHusl. BpinmomHeHue onepanuii MeHbllero o0beMa B JIETCKOM
BO3pAcTe HECET BBHICOKUU PUCK Pa3BUTHUS PEIUAMBA TUPEOTOKCHKO3a B Oynymiem. B
MOCJICONIEPAITMOHHOM TIEPHOJIe  00s3aTeIbHO OINpPEJENsieTCI B KPOBU YPOBEHb
CBOOO/IHOTO KaJiblIUsl U MApaTrOpMOHa C MOCIEAYIONIMM Ha3HAYEHUEM MpEernapaToB
Kanblus ¥ BUTamuHa D. 3aMmectutenvHas Teparuvs JIEBOTUPOKCHHOM Ha3HA4aeTCs
cpa3zy IIOCJE ONEPALUH.

Hucnancepnoe nabawodenue ocymectBisieT HHAOKpuHosor. Ilocne Hauana
Tepanuu HaOJO/IeHWEe 3a JAEThMU, MPUHUMAIOIIMMH THAMa30Jl, OCYIIECTBIISICTCS HE
pexe 1 paza B Mecsil. B mian o06cienoBaHust BXOIUT:

* KJIMHUYECKOE 00CIIeI0BaHUE;

» omnpenenenre ypoBHed ropmoHoB LK (cT4 xaxaeie 2-3 Heaenu [0
JTOCTUKEHUS TOAJCPKUBAIOIICH J03bI, 3aTeM Kaxiaesie 2-3 mecsma), TTI
(gepes 2 - 3 Mecs1ia OT Havalla JICUCHUS, 3aTEM KaxKJible 2 Mecs1ia);

* OAK c onpeneneHueM jerkonuTapHon (HOpMyJIbl;

*  OMOXMMHYCCKHI aHAIN3 KPOBH (€KEMECSIIHO);

» omnpenenenne ypoBHs AT- pTTI uepe3 6 MecsieB nocie Hayanda Tepamnuw,

3aTteM | pa3 B 3 Mmecsia.
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B cnysae uHTepKyppeHTHBIX 3aboieBaHMil J1a0OpaTOPHBIE HUCCIIETOBAHMS
MIPOBOSATCS Yallle, B 3aBUCUMOCTH OT COCTOSIHHSI peOEHKa.
[Ipu perynsipHoM MpHUEME AHTUTUPEOHUIHBIX IPEMAPATOB W NPU OTCYTCTBUH
OCIIO)KHEHUN M TMpoOJeM C pPEeKUMOM IMpueMa U 00pa3oM KU3HU TNaIMeHTa
BO3MOKHO HACTYIUIEHUE JJIUTEIIbHOW PEMUCCUUA M BOCCTAHOBJIEHUE HAPYILIEHHOTO
roMeocTa3a.

I'mnonaparupeos

['unonapaTupeos3 — 3TO CHHAPOM, KOTOPBII MPOSIBISETCS TMIOKAIbLIUEMUEH
U 00YyCIIOBJIEH HapyIIEHUEM CUHTE3a, CEKpPEIUU WK Nepudepudeckoro AeHCTBUS
napatropmona (I1TT). ['unomapatupeo3 oTHOCUTCS K peakuM 3adoneBanusm (y 0,3
— 0,4 % mnaceneHus) U MOXET BO3HUKHYTh B JIOOOM BO3pacTe, MNPUBOASA K
HapyIIeHU0 PocPOopHO-KaTBIMEBOIO OOMEHA.

Imuonamozenes. ITHOJOTUS CUHIAPOMA THUIONAPATUPEO3a TIe€TEPOreHHA
(Tabn.6). Y nereil W MOAPOCTKOB HamOoJiee YacTOW MPUYMHON 3a00JeBaHUS
ABJIIETCS OJHO W3  HACJIEJACTBEHHBIX 3a00JIEBaHMN, COIMPOBOXKIAIOIIUXCS
HapyLIEHUEM >MOpPHUOTreHe3a WIM ayTOMMMYHHOM JECTPYKUMENH NMapallduTOBUIHBIX
xenes, a takke nepexkramu perentopos IITI B Tkanax-mumensx. Kpome toro,
BCTpEYaeTCs ¥ MOCIEONEePalMOHHBIN THIIONapaTHPEO3.

AyTOMMMYHHBI  THIIONIAPATUPEO3  4Yalle BCErO  SBISAETCA  KOMIIOHEHTOM
HACJIEICTBEHHOTO 3a00JIeBaHUsI — ayTOUMMYHHOT'O MOJIUIIAHAYISIPHOTO CUHAPOMA
1 tuma (AIIC-1), npuumna xoroporo — myrtanus B reHe AIRE (autoimmune
regulator). JlanHoe 3aboJyieBaHHME MPOSIBIACTCS KIACCHUSCKOW TPHAION: KOKHO-
CIIM3UCTBIM  KaHAMII03, TUIIONAPATUPEO3 MW XPOHUYECKas HaAMOYECUHHKOBAs
HEJOCTATOYHOCTh. B NMHaMuke 3a00€BaHUs TAKXKE MOTYT Pa3BUBATHCA «MaJIbIE»
KOMITOHEHTHI: anorneuus, BUTWIHro, CJ/I, ayTOMMMYHHBII Te€NaTUT, TUIIOTUPEO3,

B12— nepunutHas aHeMus, UHTEPCTUIMATbHBIA HE(QPUT, TUIIOTOHAU3M U IpYTHUE.
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ITHOJIOTHSA THIONIAPATHPE03a

(E.M. Opnosa, 2014)

Ta0mnuma 6

Ho3o0a0rus Kananuyeckue ocodoeHHOCTH I'en, negexr Tun HacjaenoBaHus
HacneacrBeHHbIe BApHAHTBI
C HU3KuUM yposHem napamzopmona
AyYTOMMMYHHBIN XPpOHNYECKUI KOXKHO-CIU3UCTBIA KaHIUI03, AP (ayTocoMHO-
MOJIUTJIAH Ty IS PHBIN HA/IMOYECYHUKOBAsA HEOCTATOYHOCTb, AIRE PEeLIECCUBHBIN)
curapom 1-ro tuna (AIIC-1) | anonenus u 1p. ayTOMMMYHHbBIE HAPYIIICHHUS
Cunapom [u JIxopaxu Amia3us TUMYCa U MAPAIIATOBUIHBIX Henemus 22911, B ocHOBHOM

(BenokapuodacuramIbHbIHN
cuaapom, CATCH22-c-om)

JKCJIC3, IIOPOKU Cepala, IIOPOKHU JIMIICBOT'O
CKCJICTa

neneuus 10p3

CIIOpaJye-CKue
ciay4dau, peako AJl

Cewmeiinblii n30aupoBanHblil | HeT npyrux nposiBneHui, Kpome PTH, GCM2 u np. All, AP
TUTIOTIApaTHPE03 runonapaTupeosa
Cunnpom bapakara (HRD- | HeitpocencopHast TyroyxocTsh, aHOMaJIUU GATAS AJl (ayTrocomHO-
CHUHJIPOM) MOYEeK JIOMUHAHTHBIN )
Cunnpomsl Kennun-Kadbdu, | 3agepsxkka yMCTBEHHOTO pa3BUTHS, AP
Canpsan-Cakatu HU3KOPOCJIOCTh, MUKpOIe(aIus, TBCE

BPOJKJICHHBIC aHOMAJIUH TJIa3
MuToxoHaApHUanbHas HIE- JlakTaT anu03, HHCYJIHTOMOI0OHBIC JleexTbl MUTOXOH- -
danomarust (MELAS-c-m) COCTOSIHUS npuansHoi JIHK
I'unomaramemust HedpoxkanbiinHo3 ¢ runepkanbinypuei u AJl, AP

rUNepMarHuypHuei, maToaorus ria3
(ko1000Ma, MUOIIHS, HUCTArM)

Claudin 16, 19, TRPM6

Cungpom Kepuca-Ceiipa

Hapy>xHast odranbmoruierus,

JedexTbl MUTOXOH-

Hacnenosanue no




KapaAnOMHUOIIaTHA, IITO3, caxapHLIﬁ I[I/Ia6eT

npuanbHoit JIHK

MaTepHHCKOﬁ JINHHUH

C HOPMAIbHBIM UIU HUSKUM YPDOBHEM napamiopmona

AyTOCOMHO-AOMHUHAHTHAS TUIEPKATbIUYpUs CaSR ALl
TUTIOKATBITUEMUS
C 8bicOKUM YpOBHEM NAPAMSOPMOHA

[IceBnorunomnapatupeos Osxupenue, TyHooOpa3HOe JHIIO, ALl
tumna la (octeoauctpodus HU3KOPOCJIOCTh, 3aJ€P’KKa YMCTBEHHOTO GNAS
OnGpaiita) pa3BuTHs, Opaxunaktims (ykopouenue |V

u V MeTakaprnajabHbIX KOCTEN), HOJKOKHBIE

KaJTbITU(DUKATHI
IIceBgorunomnaparupeos - HedekTsl MeTenupo- Al
tuna 1b BaHus rena GNAS
OcteoneTpo3 (MpamopHas - TNFSF11, CA2, CLCN, AJl, AP

00JIe3Hb)

CLCNY7, OSTM1 u np.

IIpuoOpeTeHHbIC BADUAHTHI

[TocneonepanmoHHbIN
rUIONapaTupeo3

[TocnencTBust THPEOAIKTOMUMU,
napaTUupeoOUaIKTOMUN
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Knunuueckue nposasnenus. 'mnonapatupeo3 MOXKET HpPOTEKaTh OECCHMIITOMHO
WM UMETh BCE MPU3HAKKA HEOCTATOYHOCTH MapallUTOBUAHBIX *kene3. OIHUM U3
OCHOBHBIX MPOSIBJIEHUI TUIIONAPATUPEO3A SIBISAETCS TUIOKAIbLIUEMUS, TPUBOIAILAS
K HapyLIEHUIO HEpPBHO-MbIIIEYHOW nepenadu. CylOpOXHBIM CHHIPOM — CaMoe
APKOE U TAKEIOE MPOSABICHUE TUNOKAIBLUEMUU, KOTOPOE MOYKET OrPaHUYMBATHCS
CIa3MOM OTJIEIBHBIX MBIIII] JIMIIA WJIM KOHEYHOCTEH («pyKa aKyliepay, «KOHCKas
CTOMa»), JUOO CYJOPOrHM MOTYT OBITh T'€HEpaJu30BAHHBIMU. [ UINOKaIbIUEMUS
MOJKET MPOSBIATHCA JTAPUHTOCMA3MOM, OOJIIMH M MapecTe3UsiMU B MBIIIAX JIHIIA,
CTO1I, rOJIEHW, HApYLIEHUEM CEpAEYHOr0 pUTMA (CHHIPOM YUIMHEHHOTO
untepBaia QT). [Ipu ocMoTpe MOTYT OTIpenesIThCA:

- CumnToM XBOCTEKA — COKPAILIEHUE MUMHUYECKUX MBIIII] IPU OCTYKUBAHUU

HaJl BEpXHEYEIIOCTHON TyTOU BAOJIb MPOEKIINH JIMIIEBOIO HEPBA;

- Cumnrom Tpycco — caaBieHrne MaH)XXeTo TOHOMETpa B 00J1acTH miieya (Ha

5 — 15 MM PT T BbIIlIE CUCTOINYECKOI0) B TEUEHUE 2-3 MUHYT IIPOBOLUPYET
KaproneAalbHbI{ crla3M (CBEICHUE MAaJbLEB C YIBHAPHOH JI€BUAILIUEN KUCTH).

Y  HOBOpPOXJIEHHBIX  TUIOKAJIBIMEMUS  MOXKET  TMPOSBIATHCS  OOMJIBHBIMU
CPBITMBAaHUSAMM, FEHEPATIU30BAHHBIMH CYAOPOTraMH, allHO?.

Orto 3aloneBaHue o0coOeHHO xapakTepHo st cunapoma Kepuca—Celipa B
COUYETAaHUU C HAPY>KHOU O(TaIbMOIUIETHEH, MTUTMEHTHOM JIeTeHepaIeil ceTyaTKH,
Muonatued, kapauomuonaruel. Cungpom Ju Jxopmxu, 0O0yCIOBICHHBIM
MUKPOJIENCIHSIMU XPOMOCOMBI (22022.3) BcTewaeTcst a0BojibHO yacto (1:4000) y
HOBOPOXKACHHBIX. /J[7 HEro XxapakTepHbl BPOXKIEHHBIE TIOPOKH Pa3BUTHL:
MMMYHOJIC(UIIUT  BCJEACTBHME  TUIO-/aluia3ud  TUMYycCa; TOPOKH  Cepila,
cBoeoOpa3HbIil (peHOTHN (MUKPOTHATHS, HU3KOMOCAKEHHBIE YIIH, pacIlenHa
BEpXHEro Heba); armiazus NapaliMTOBUIAHBIX >Kene3. Y JeTed ¢ JIMTEeIbHOUN
TUTOKAIBIIUEMUEH  BBISIBISICTCS  TUIOIJIA3usg  3yOHOM  dMajuM, KaTapakTa,
KaJIbIIMHATHI B 00JacTH Oa3aJbHBIX TaHTNIMEB, BhIsIBIsieMble Mpu KT TOJI0BHOTO
Mo3ra (cuniapom dapa).

Juacnocmuka. Huszknii ypoBEHb KaJIbLMs B COYETAHUH C BBICOKHMM YPOBHEM

dbochopa — »ITO JAUArHOCTUYECKUM KpuUTepuil rumnomnapatupeo3a. Hauboinee



WH(POPMATUBHO ONPEJCICHWE YPOBHS HOHM3UpOBaHHOro Kampius (Cat).
JlanpHeiiiee 00cne0BaHne HAMPABIECHO HA IUArHOCTUKY HO30J0THYECKON (POPMBI.

Jleuenue. OCHOBHBIM METOJOM JICUCHMSI THUIONApaTUpeo3a  SIBISETCS
Ha3HAyeHUEe TmpenaparoB BuTtamMuHa D (anbdakanbuuon, KadblUTPUON) B
WHAMBUIYaTbHO MOAOOPaHHOMN J103€ IO YPOBHIO HOHU3UPOBAHHOIO KaJIbIUs B KPOBU
(Ca2+), KoHTpoaupyemoro 1 pa3 B 3 qusi. CtapToBas 103a BuTamuHa D:

- iput ypoBre Ca”* <0,8 Mmos/n - ot 1,0 1o 1,5 mxr/cytku (1 Mxr = 40 ME);

- ipu yposre Ca”* =0,8 - 1,0 Mmmounb/1 - 0,5 — 1 MKI/CyTKH.

Kpurepruem anexBaTHOW 03Bl SBISETCS YPOBEHB Ca®" e BbIIIE CpPEIHEN T'paHULIbI
HOpMBI (1,2 MMoub/iT) B Teuenue 10 qHel.

[Tocne moxbopa anekBaTHOM J03bI KOHTPOJIb YPOBHSI KajbLUsl HPOBOAUTCS
ITIOCTOSIHHO ¢ 4acTtotod | pa3 B 2 — 4 Henemu. Koppekuwnst 1036l MPOBOAUTCS Ha
OCHOBAHUHU PE3YyJIbTATOB UCCIEA0BAHUS YPOBHS KaJbIU.

JlonotHUTENRPHO OOJIBHBIM Ha3HAUYAKOT Mpenapathl Kaibius B go3e 500 - 3000
MI/CYTKHU JUIsl 00ecreyeHusl JOCTaTOYHOTO MOCTYIJIEHUSI KalblMs B opranusm. llpu
BBISIBIICHUU TUIIOMarHUEMUU HEOOXOJIMM TakKe mpueM MarHusi riaunepodocdara B
no3e 0,2 Mmoub/Kr 3 pa3a B J€Hb.

Ikcmpennaa Heomaodcnaas nomowys. IlokasaHus: TeHEpATM30BAHHBIC
CyJIOpPOTH, BBIPDQ)KCHHBIC MBIIIECYHbIE CHA3Mbl, HAPYIICHHE CEPAECYHOIO PUTMA,
JapuHrocnasMm, ac(uKcus, moteps co3Hanus. Jleuenue: riokoHat kanbius 10% 10,0
MJI B/BEHHO OOJIFOCHO (y HOBOPOXACHHBIX — 1,0 MJI/KT Macchl Teja) MEJICHHO B
teyerne 5 — 10 MuHyT. 3aTeM MpoaoIKaTh B/BEHHOE KarelbHOE BBEACHHE B 103¢€ 3-6
MJI/KI/CYTK 70 HOpMaju3alMM ypoBHs Kaiblus. [locne KynmupoBaHUSI CUMITOMOB

THIIOKAJIbIUCMHUHU IICPCBOJAUTH HA DHTCPAJIbHOC BBCACHUC KaJIbLIMA.

JleiITeJIbHOCTh CTYACHTOB HA NPAKTHYECKOM 3aHATHH
Ilpu Kypayuu nanyeHTa CTyIeHTbI JOJIKHBI:
- U3YYUTh KaJIOObl pebEHKa W poAWTENIed Ha MOMEHT Kypalud W BBISIBUTH

THITMYHBIC KaJIOOBI JIJIs SHIOKPHUHHOM MMaToa0TuM, B ToM unciie LIDK;
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- coOpath aHamMHe3 3a00J1eBaHuUs (C yI€TOM KPATHOCTH TOCITUTATN3ANA 1 PUIUHBI
MOCJIeTHEN TOCTIUTATU3AINK ) U aHAMHE3 JKU3HHU peOeHKa;

- POBECTH MOJIHOE KIMHUYECKOE 00CIIeI0BaHNUE;

- OIIEHUTH PE3YJIbTATHI JJAOOPATOPHO-UHCTPYMEHTAIBHOTO 00CIICIOBAHUS;

- 000CHOBATh TUArHO3 OCHOBHOM M COITYTCTBYIOIIHIA;

- Ha3HAYUTH JICYCHUE: PEKUM, JieueOHOEe TUTaHUE, JIEKAPCTBEHHbBIE MTPENapaThl;

-ONpPEJCTUTh BO3MOXXHBIM MPOrHO3 TEYeHUs 3a00JieBaHUsl, TAKTHKY JICUCHHS,
KPaTHOCTh IUCTIAHCEPHOTO HAOJIOICHUSI CTICIIUAIUCTOB.
Ilpumepst nocmpoenus ouaznosa:
[uarno3: Juddy3neii HeTokcuueckuit (dHAeMuueckuit) 300 Il cremenu.
CyOKIMHUYECKUN TUITIOTUPEO03?
Jlvarno3: I'nnotupeo3 BpOXKACHHBIN MEPBUYHBIN (areHe3us MUTOBUIHOW KeEJe3bl),
JNEKOMIIEHCUPOBAHHBIN.
[Anarnos: Jluddy3usiii HeTokcuyeckuii 300 |l ctenenn. AyTOUMMYHHBINH TUPEOUIUT.
DyTHUPEO3.
Jlnarno3: Juddysueiii  Tokcuueckuit 300 Il cremenu (bone3np I'petiBca).
TUpeoTOKCUKO3 TAKEION CTEIEHHU.
JluarHo3: AyTOMMMYHHBIA  TOJIUPHJIOKPUHHBIM  CcUHIApoM. ['mnomapaTtupeos,

THIIOKOPTHUIOHU3M, BUTHUJIINI'O, OHUXOMHKO3.

TecToBble 3a1aHKs 1JIS1 CAMOKOHTPOJISI
no teme 1 «3a0os1eBaHusl IUTOBUAHON M MAPAIUTOBUIHBIX JKeJIe3)
Bo ecex 3a0anusix evibepume 00un npasuibHbili omeem

1. Hopma notpe6ienus iona 6epeMeHHON U KOPMSIIEH MaTephio
a) 50 - 90 mkr
b) 100 - 120 Mkr
¢) 150 - 200 mkr
d) 200 — 250 mkr
2. Hopma noTtpebiienus iioa y moapOCTKOB
a) 200 MKT

b) 120 mkr
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C) 90 MKr
d)50 mkr
3. OcHOBHas MPUYMHA BPOXKJICHHOT'O TUIIOTHPEO3a
a) AHEMHS y MaTepH
b) JducreHesus IIMTOBHIHOM KEJIE3bI
c) Obpa3zoBanue anTuten K penentopy TTI
d) ITaronorus [THC
4. Y3/ muToBUAHON KeJe3bl MO3BOISET
a) duddepenumposars AUT u T3
b) Onpenenuts 00vem LK
c) OnpenenuTh CTENeHb HOMHOTO AehunnTa
d) JlmarHocTHpPOBATH BUPYCHBIN TUPEOUIUT
5. JIUTEnbHOCTD JICYCHUS THIIOTUPE03a
a) 3aBHUCHUT OT cpokoB Hopmamm3auu TTI
b) 3aBucuT OT cCpoKOB HOpMaH3auu T4
C) ompezemnsieTcsi BO3pacToM peOeHKa
d) mpoBOIUTCS MOKU3HEHHO

Kiunuveckue 3a1a4u 1J11 CAMOKOHTPOJISI
no teme 1 «3a0os1eBaHusl IUTOBUAHON M MAPAIUTOBHIHBIX JKeJIe3)
3agaya 1. JleBouka 12 gjer oOparmwiack ¢ kajgo0aMud Ha IOBBIIICHHYIO
YTOMJISIEMOCTb, OTE€KM Ha JIUIIE, BBIMAJICHUE BOJIOC, CYXOCTh KOXH, 3amophl. [Ipu
00cJIeIOBaHUM BBISBIICHO CHUXKEHHE TeMoriioonHa o 82 r/mn, yenuuenue COD no
25 Mw/gac. Ilociae KOHCyJIbTallMM TIeMaTojiora W SHJIOKPHHOJOTa Ha3HAYeHO
ropMoHasibHOe oOcienoBanue u Y3 muroBunnou xkenessl. [Ipu Y3U BoisiBasieTcs
muddy3Hoe camxkenue s3xoreHHoctu Tkanu [1DK.
VYpoBuu ropmonoB: TTT- 39 MME/n, ¢.T4 — 5,5 HMOJbB/II, TakKe BBISBICHO
MATUKPATHOE YBEJIWYEHUE TUTPA a/Tell K TupeouiHoi nepokcunaze (ATIIO).
3aganue:
1. BeigenuTe CUHIPOMBI, CKOMIIOHOBAB X U3 UMEIOIIMXCSI CHMIITOMOB. Y KaKUTE
BEIYLLIUN CUHIPOM.
2. OueHuTe pe3ysbTaThl MPOBEICHHOTO 00CIEIOBAHUS
3. OO0ocHylTe KIMHUYECKUM TUAarHO3 U Ha3HAUbTE JICUCHUE
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3agaya 2. OHoma 16 et mocTynui B KapAHOJIOTUYECKOE OTACNIEHUE C KaloOamu
Ha YYalleHHOE CcepAueOMeHue, MOXYyJEeHUEe, pPa3apPa)KUTEIbHOCTh, IUIAKCUBOCTD,
YTOMJISIEMOCTb. JTU COOBITHSI HaYaIKCh OKOJIO MOJIYTOJla M 3aCTaBUIIM OOpaTUTHCA K
KapauoJsiory. B xone ompoca yCTaHOBJIEHO, YTO OCHOBHOM MpOOJEMOMl SBIsETCA
yTOMJISIEMOCTb, TOTEPS BeCa M MPUCTYIBI TOJOBOKpPYKEHHsS. B aHamHe3e XKU3HU:
POJUTENH 3A0POBBI, Y TETKU MO JUHUU OTIA - 3a00J€BaHUE IIIUTOBUTHOM KEJE3bl, Y
MaJb4YMKa - YaCThI€ AHTMHBI, alleHAIKTOMUS B 14 seT. PusnkaabHOEe 00CIE0BAHKE:
foHoma 170 cMm, MOHM)XEHHOTO MUTaHUSA, C OOJIBIIMMU TJla3aMH, HE CIOKOEH,
oTMedaeTcs JIpokb B pykax. Koxka rtemnas, BinaxHas, oOWIue akH?; MPU OCMOTPE
rJ1a3 — LIMpOKasl IJ1a3Has 1IeJb, BIpaXKeHHAs! MHbeKIUs ckiep. llluroBuaHas xenesa
BUJIHA HA TJja3, MajJbNaTOpHO — IUIOoTHAasA. B nerkux — 6e3 ocobennocret. Cepie —
JIETKO MaJbIUPYETCS  BEPXYUIEYHBI TOMYOK, BHUIAUMBIA Ha TIJ1a3, TOHBI
aKIEHTYHUPOBAHbI, CHCTOJMYECKUH 1yM Ha cocynax, UCC — 98 B mun, A/J] — 140/45
MM pT. cT. OTMeUaeTcst MEIKUI TPEMOP BBITSHYTHIX PYK.
OAK — 6e3 ocobeHHOCTEN, B OMOXUMHYECKOM aHAIM3€ BBISBICHO CHH)KEHHUE YPOBHS
oO1ero xonecrepuna 10 2,8 mmoinb/in. Ha OKI' — cunycoBblil put™m ¢ yactoToit 90 —
110. T'opmonaneubiit craryc: TTI — 0,01 MME/n, ¢cT4 — 40 umonw/n, AT puTTI
BbIllle HOpMBI B Tpu paza. Y3U IIDK: oOvem 28 mi, cTpykTypa HEOIHOpOIHAs,
KPOBOTOK YCHJIEH.
3ananue:

1. Boigenure CUHAPOMBI, CKOMIIOHOBAB UX U3 UMEIOIINXCS CUMITOMOB. YKaXuTe

BEIYILLIUN CUHIPOM.

2. Ilpu xakux 3a0o0sieBaHusIX HaOmoAaeTcs AU Py3HbIit 3007

3. IlocTaBbTe NMpeaBAPUTEIIBHBINA TUATHO3

4. OueHute pe3ysbTaThl MPOBEICHHOTO 00CIEOBAHUS

4. Chopmynupyiite 1 000CHYHTE KIMHUYECKUN AUArHO3

5. Kakue ocnoxHeHHs: BO3MOKHBI Y O0JIBHOTO?

6. Bama raktuka
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3agava 3. Manpuuk 8 MecseB HallpaBJeH Ha KOHCYJbTALMIO B CBS3H C BBIPAKEHHOM
3a/IEP’KKOM MCUXOMOTOPHOro pa3Butusi. CeMbs nepeexania Mecsil Ha3aa u3 CpenHeit
Azun. U3BectHo, uto Manbuuk oT |l 6epemennocty, Il ponos (Crapmias geBouka 12
et — 3a0poBa). [locie BBIMKMCKM M3 poAJioMa OTMEYalach JUIMTENIbHAs KENTyXa,
BSJIOE COCAHUE, 3aM0Pbl, MEJJIEHHAs SIUTENN3alUs TyIOYHOW paHKH. ['0j10By Haval
nep>kaTh B 7 Mec, He cuauT. [Ipu ocMoTpe: cOCTOSIHUE CpEeNHEN TAKECTH, AMUMUYHOE
OTEYHOE JIUI0, OJIEAHO-KENTas CyXasi KOa, MBIIICYHAsl TUTTOTOHHUSI, BOJIOCHI PEIIKHE,
Cyxue, JIOMKHE. boNbIION pOIHUYOK OTKpHIT, 3yO00B HeT. B nerkux 6e3
ocobenHocteil. ToHbl cepauma npuriaymeHsl. JKUBOT yBelIMYeH B 00beME,
pacXOXJICHUE NPSAMBIX MBI XUBOTAa. IledeHp BbIcTymaer Ha 1,5 cM Huxke
pedepuoro kpas. Ctya 1 pa3 B 3-4 gus. B OAK: Hb 88 r/m, B Onoxumuyeckom
aHaiu3e KpoBU: XoJecTepuH 12 r/n, oomuii OnnupyOoun 22,2 MKMOJIB/II.

3ananue:

Bam npennonoxuTenbHbIi IHarHo3?

Ouenute pe3ysibTaThl MPOBEACHHBIX UCCIICIOBAHUN.

Kakue gonoiaHuTeNbHbIE UCCIIEI0BAHUS HEOOXO0IUMO MMPOBECTH?

Kakast npruunHa MOriia IpuBECTH K Pa3BUTHUIO TAHHOW MATOJIOTUU?

Kaxkoit mporao3 ncuxoMoTOPHOTO pa3BUTHS peOeHKA?

VYkaxuTe METOIbl paHHEH JTUArHOCTHKU JAHHOTO 3a00JIeBaHUsA?

KakoBo ieueHne aHemMuu npu JTaHHOM 3a00JIeBaHUU?

© N o g~ w b -

Kaxoit u3 nabopaTtopHbIX ToKaszarene sBisieTcsi Hanbosiee HHPOPMATUBHBIM Y
eTeH ¢ JaHHOMU ITaTOJIOTHEH?

9. Hyxnaercs 1 peGEHOK B TOPMOHAIBHON Tepanuu?

10.YpoBeHb Kakoro TOpMOHA HCHOJB3YeTCSl JJi OLEHKH aJeKBaTHOCTH
3aMECTUTEJIBHON TEpaIvu?

11.V Bpaueil Kakux CHENUaIbHOCTEH OJDKEH HAOMIOAAThCS peOSHOK?

3agaua 4. /leBouka 10 mecdieB, B SJKCTPEHHOM MOPSIAKE JOCTABJICHA B OTACICHUE

paHHEro BO3pacTa ¢ kaao0aMu MaTepu Ha MOsABJICHUE Y peOeHka cyaopor. Cyaoporu
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MOSIBUJIMCH BIIEPBBIE IPU CHJIBHOM IIJJa4y€ — CHavyaja Ha JILE, 3aTeM Ha KOHEYHOCTSIX,
MOSIBUJICS IIYMHBIA BIOX U peOEHOK OBICTPO cTai CuHETh. JloCTyn CBEXEro Bo3ayxa
npuHec obseryeHue Ha 3-4 muH. 110 npuesna «Ckopoi.
Pebenok oT Mooasix poauteneit 19 net, onu cuutatot ceds 310poBbIMU. JleBOUKa OT
| 6epeMeHHOCTH, OCIOXKHEHHOM TeCTO30M BTOPOU MoJI0BUHBI. Posbl cpounbie. Macca
npu poxaeHuu 2900 r, gnmuHa 49 cm. IlpukinaasiBaHue K rpyau depe3 12 gacos,
cocana akTUBHO. [leprosl HOBOPOXKIEHHOCTH — 0€3 ocoOeHHOcTel, B Bo3pacte |
Mecsilla TIepeBe/ieHa Ha MCKYCCTBEHHOE BCKapMiMBaHue. B Macce mnpubaBisiia
YAOBIIETBOPUTEIBHO, TOJIOBY JIEPKUT C 2-X MECALEB, CUAUT ¢ 7 mMec, B 2-MecssuHOM
BO3pacTte ObUI JMArHOCTUPOBAH PAaXUT, HO JIEYEHHE HE MpoBojauiock. B 3 mec.
nepenecia OPBU, 0CHOXHEHHYHO THOMHBIM OTHTOM, B 5 MEC. — OYaroBYIO
ITHEBMOHHUIO, JIEYWJIACh B CTalMoHape. MaTepualbHO-OBITOBBIE YCIOBUS CEMbH
HEYJIOBJIETBOPUTEIbHbIE. PeOCHOK OueHb Majo ObIBa€T Ha CBEXKEM BO3AyXe. 3a
MEpUOJ, HACTOSIIEH TOCHUTANU3AUMKA T0J BJIUSHUEM JICYEHUS COCTOSIHHUE
YIIYYIIHJIOCH, CYJOPOTH MPEKPATUITUCH.
3aganme:

1. Bam npeanonoKuTebHbId Tuaro3?

2. Kakue uccienoBanusi HEOOXOIUMO ITPOBECTH?

3. Kakas mpuunHa MorJia mpuBeCTy K Pa3BUTHIO CYJIOPOT U JIApUHTOCa3mMa?

4. Kaxoil u3 1abopaTopHbIX NOKa3aTese sBisieTcsi HanboJiee HHPOPMATUBHBIM Y

eTe ¢ JaHHOM ITaTOJIOTHE?

o

Yem KynmupoBaTh TAHHBIA PUCTYIT?
6. Kakue npemapaTsl HA3HAYAIOTCS B MEKITPUCTYITHBINA TIEPHOT?

7. Y Bpauel KakuxX CeHaIbHOCTEN JOMKEH HabIt01aThest peOeHOK?
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Tema 2. Caxapubiii 1ua0er.

3ansatue 2.1 Caxapublii auader y jJereil, J3NMUAEMHOJOTUs, 3THOJIOIHUS,
naToreHes, kiaaccupuxanus, KJIHHHYECKHE NMPOSIBJICHUS, AMArHo3,
augdepeHIMATbHBIA TUATHO3

3angarue 2.2 Ilo3aHue ocC/H0:KHEHHs caxapHOro auadera, mNAaTOreHes,
KJIMHUYECKHE NMPOSIBJICHUS, TUATHOCTUKA, MPOPUIAKTHKA, JIeUeHUe

3ansatne 2.3 [ImaOerwyeckHMid KeTOANMA03, JMNUJAEMHOJIOTUA, KIMHHUKA,

nml)q)epeﬂuna.m,ﬂaﬂ AUATHOCTUKA, HHTCHCUBHAA TEpanus

OGocHoBaHMe H3y4YeHUsI caxapHoro auadera (MotuBamusi). CaxapHbIi
auabeT 3aHUMAeT BEeAyllee MECTO B MAaTOJOTHMU 3HIOKPUHHON CHCTEMBI y AETel U
MOJPOCTKOB U OCTAETCS OJJTHOM M3 HauOoJiee akTyalbHBIX IPOOJIEM 3paBOOXPaHEHUS
OosbIIMHCTBA cTpaH. B mocneanee necsatunerue exeroanas 3adboneBaemocts CJI 1
THMNA y €TEW NEMOHCTPUPYET 3HAYMMBIA POCT KaKk B Poccum, Tak U BO BCEM MHpE.
[To maHHBIM MedxcOyHapooHou Juabemuueckou ¢edepayuu (IDF) npoucxoaur eé
yBenuueHne Ha 3% B roa. Kpome 31oro, Bo Bcex €BpPOINEUCKUX CTPaHaX OTMEUYaETCs
«peHoMeH OMOJIOKEHUS ThadeTay - YBeJIMYEHUE JI0JIM JAETel, BIepBble 3a00JIEBILINX
CJI 1 Tuma B 60onee roHOM Bo3pacte: 25-30% no 4-netHero Bo3pacta; 10 80% - oT 6
MecsteB 10 9 ner. Exeronnas 3aboneBaemocts CJ[ 1 tuna y nereit (0-14 mer) B
Caep10BCKO# 00J1acTu 3a nociennee 15 net yBenuumiiach B 2 paza: ¢ 12,2 cinyyaes
Ha 100 Teic. geteit B 2006 r. 10 24,4 B 2020 roxy u 3aHUMAET OAHO U3 BEAYIIUX MECT
B P® no stomy nokazaremo. B roa BeisiBnsiercsa 6onee 250 nereit ¢ C/0 1 tuna, u3
HUX OKOJIO 75% BriepBbIe 3a00JIeBIINX JeTel HaxoasTcs B Bo3pacte a0 9 ner. CJI 1
TUIA XapaKTEPU3YETCs TMOJHON MHCYIMHOBOW 3aBUCUMOCTBIO, TSKEIBIM TEUEHHUEM,
paHHUM (opMuUpOBaHHEM CHEUU(PUUECKUX OCJIOXKHEHUH, KOTOpbIE NPHUBOIAT K
CHIDKEHHIO KauecTBa M MPOAOLKUTEIBHOCTH kHu3HU. K coxanenuto, Gosiee yeMm B
70% cnygaes CJ] guarHocTUpyeTcsi Ha CTaaud KeToalujo3a, TpeOyrolero

IIPOBCACHHUA HCOTIOKHBIX MGpOHpHHTHfI. OcHoBHas IIpUu4YrHa HO3I[HCI>'I AUAarHOCTHUKHU
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ATOr0 3a00JIE€BaHUS - OTCYTCTBHE «AHMA0ETUUECKONW HACTOPOKEHHOCTH» Y MEIUATPOB
u Bpaueir OBII. Brimeckazannoe 00s3pIBaeT MUPOKHUA KPYT Bpadeil, B TOM YUCIE H
neAuaTpoB, 3HATH KIMHUKO-Ia00OpaTOpPHbIE KPUTEPUU JAHArHO3a, COBPEMEHHBIC
MeToJbl KOHTpoiss u ympabieHuss CJI, BO3MOXXHBIE OCJIOXHEHHSI W HMCXOJIbI
3a007€BaHUsl W yMETh OKa3aThb HEOTJIOKHYIO MOMOIIIb. CBoeBpeMeHHas
JIUAarHOCTUKA,  CAaMOKOHTPOJIb,  PEryJisipHOE  HaOmoAeHwe,  npoduiIakTUKa
OCJIOKHEHHH - 3TO BO3MOXKHOCTh YJIYUIlICHHS KauecTBa *u3HU nanuentos ¢ CJI.
Ilesm w3ydyeHus:: BiajgeTh aarOPUTMOM IIOCTAHOBKHM JHAr€o3a M OKa3aHUs
HEOTJIOXKHOW MOMOIIHU JETSAM C CaXapHbIM 11a0ETOM.
Jlns hopmupoBaHus mpodecCHOHATBHBIX KOMIETEHIIUMI
CTYAEHT J0JIZKeH 3HATD:
- anuaemuoioruro C/I,
- 3TUOJIOTHI0, maTorere3 C/I,
- kaccudukanuio CI u npyrux HapyuieHu# yrieBoJHOro 0OMeHa,
- 0coO0eHHOCTH KImHUYecKol kapTuHbl CJ[ y 1eTei u moapocTKoB,
- TeHe3 Bcex ocnoxkHenuit C/I,
- KJIMHUYECKHUE TIPOSIBIEHUS OCTPBIX U XPOHUYECKUX ociokHeHuil C/I,
- ocobenHnoctu auerorepanuu CJI,
- KIIMHUKO-(apMaKoJIOTMUECKYI0 XapaKTepUCTUKY MIpEnapaToB WHCYJIMHA,
- npuHuunel JeueHus CJ{ 1 tuma,
- METO/Ibl ¥ TIPUHIIUIIBI MOHUTOPHUHTA TJIFOKO3bI Y MAIMEHTOB,
- POTOKOJI OKa3aHUS HEOTIIOKHOM M SKCTPEHHOU romortu 6osbHbIM C/I.
CTyaeHT 10/I2K€H YMETh:

- OLIEHUTH KAJI0OBI OOJILHOIO;

- coOpaTh aHaMHE3;

- POBECTH OCMOTP OOJILHOTO C OIIEHKOU (PU3NUECKOTO 1 TTOJIOBOTO Pa3BUTHS;

- moctaButh quarao3 CJI, nnadetndyeckoro KA, runoramkeMudeckoro COCTOSTHUS;

- 1aThb PEKOMEHJIALIUHU 10 MUTAHUIO;

- IUarHOCTUPOBATh XpoHUYeckue ocnoxHeHnus CJI;
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- 0Ka3aTh HEOTJIOXKHYIO IIOMOIIH OOJTFHOMY B THTIOTIIMKEMHUYECKOM KoMme 1 rpu KA
CTyeHT 10JIKeH BJIa/IeTh:

- DKCIIPECC-METOJaMHU ONPEAEIIEHUS caxapa B KPOBH U alleTOHAa B MOYE,

- AJITOPUTMOM OKa3aHUs HEOTI0KHOU oMoy mpu [IKA u runornukemun,

- TEXHUKOMW BBEJCHUS UHCYJIMHA.

Bomnpocs! Aj1s1 cCaMONIOATr0TOBKH

1. DTHoNorMYecKas Kiaccupukamus HapymieHui yriaeBogHoro odOmena (ISPAD,
2009).

2. DnupeMuoIiorus, tuoiorus u narorene3 CJ[ 1 tuma.

3. HavanbHbie k1uHnuyeckue nposisiaeHus CJI B 3aBUCUMOCTH OT BO3pacTa peOeHKa.

4. Iuddepennmanbusiii quarnos CJ.

5. JlabopaTopnast nuarnoctuxa CJI.

6. Jleuenne CJI1 Tuma: pgueTOTEpamus, HWHCYJIMHOTepanus (XapakTepUCTHKA
MHCYJIMHOB, PEKUMbBI HHCYJIMHOTEPAINNHN, HUHCYJIHHOBBIC TTOMITBI), CAMOKOHTPOJIb.

7. Kpurepun komnencannu CJI.

8. OCJIO)KHEHUSI UHCYJIMHOTEpANnuu, no3aHue ociuoxuenus CJI.

9. /InabeTnyeckuil KeTOalMI03 U KEToalA0THYeCKasd KkoMa (IPUYMHBI, TATOTEHE3,
KJIMHUKA, JabopaTOpHbIE JaHHBIC, MHTEHCHUBHAS Tepamus, OCIOXHEHHS Teparuu,
nanbHeIIee BeleHne OOJIbHBIX).

10. ['unmornukeMust W TUMNOTJIUKEMUYECKass KoMa  (OmpejesnieHue, MNPUYUHBI,
KIIMHUYECKUE TIPOSBICHUS IO CTEMEHU TshKeCTH, NUuQepeHIManbHbIA TUarHo3,

JICUCHUE).

MATEPHUAJIBI JIJISI BHEAYJIUTOPHOM PABOTHI CTYJIEHTOB

OcHOBHBIE CBeIeHUS 0 MPO0JIeMe caxapHOro auadera y aereu
DTHonoruueckas kiaccudukaiys HapyiieHui yriesoaunoro oomena (ISPAD, 2009).
|I. Caxapubiii nuadet 1 Tuna

A. AyroummyHHbIi CJ1

44



B. Umnonatuueckunit CJ1
1. Caxapublii nnadert Tum 2.
I1l. Jdpyrue cneumpuueckue tunbl CJI. B »TOT paznmen BKIIOYAIOT psil
HO30JIOTUYECKH CaMOCTOSITENbHBIX (PopM anadeTa (B OCHOBHOM 3TO HACJIE/ICTBEHHBIC
CUHAPOMBI C MOHOT€HHBIM THUIIOM Hacle[OBaHHs), OOBEIUHEHHBIX B OTICIbHBIC
HNOATUIIBL.
A. I'enernueckue AepeKTbl QyHKIHN [-KJIETOK:

1. Xpomocoma 12, HNF1A (MODY3);

2. Xpomocoma 7, GCK (MODY2);

3. Xpomocoma 20, HNF4A (MODY1);

4. Xpomocoma 13, MHCYJIUHOBBIH TpoMoTopHbId pakTop — IPF-1(MODY4);

5. Xpomocoma 17, HNF/B (MODY5);

6. Xpomocoma 2, NEUROD1 (MODY®6);

7. Mytanus mutoxosapuanbHoit JIHK.

8. Xpomocoma 6, KCNJ11 (Kir.2), ABCCS8 (Sur 1).

9. Hexotopsle npyrue, npuunHa KOTOPbIX — MOHOTEHHbIE 1€(DEKThI CUHTE3a
WHCYJIMHA.

B. I'eneTtuueckue gedeKThbl JeHCTBUA UHCYJIHHA

1. Pe3UCTEHTHOCTD K MHCYJIMHY TUIA A.

2. Jlenpeuaynusm (cuHIpOoM JJOHOXEIO).

3. Cungpom Pabcona — Menaenxoiia.

4. Jlunoatpoduueckuii nuader.

5. Hexotopsie dopmbl CJI, pa3BuBaromuecsi BCICICTBHE MYTallMU TE€HA
peuentopa HWHCyJAWHA. KIMHUYECKM TMOSBISIIOTCS HAPYLIICHUSMUA YIJIEBOAHOTO
oOMEHa OT YMEpPEHHON THNEPriuKeMHH M THUNepuHcyluHemMuu 10 sisHoro CJI.
Cunnmpom [loHoxwsto u cunapom PabGcona — Menaenxoiia MaHH(PECTUPYIOT B
JIETCKOM BO3pAacT€ M TMPOSBISAIOTCS PE3KO BBIPAXKEHHOM PE3UCTEHTHOCTBIO K
WHCYJIUHY.

C. 3a0os1eBaHUA IK30KPUHHOM YaCTH MOIKETyJ0YHOM JKee3bl
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1. [Tankpearwr.

2. TpaBMa, IaHKPEATIKTOMUSI.

3. HoBooOpazoBaHus NOKENTYI0YHOM JKETIE3bI.
4. Kuctozusiii puOpo3 (MyKOBUCIIHIO3).

5. I'eMoxpomaros.

6. ®ubpPo-KaNbKyJIe3HAas TAHKPEATOMATHS.

7. HekoTopble nApyrue HO30JOTMYECKH pa3IMyHble 3a00JIeBaHUS, TPHU

KOTOPBIX Hapsy CO 3HAYUTEIbHBIMU HApYIICHUSAMH 3K30KpUHHON (yHkiuu [DK

HAOJII0/TAETCS M HEJJOCTATOYHOCTh CEKPETOPHOU (DYHKIIMU OCTPOBKOBBIX KJIETOK.

D. DunoxkpuHonaTuu

E.

1. Axkpomeramnusi.

2. Cungpom Kymmnra.
3. 'moxaronoma.

4. ®eoXpoMOIIMTOMA.
5. 'uneptupeos.

6. ComarocTtaTuHOMA.
7. AnpocTepoma.

JAuader, MHIAYNUPOBAHHBIA  HEKOTOPHIMHU

npemaparaMm Wid IpyruMmiu XuMH1€CKUMH BellECTBaAMU

1. ' TTOKOKOPTUKOU/IBI.

2. TupeouIHbIE TOPMOHBI.

3. lnazokcu.

4. AroHHCTHI -aIpeHOPELENTOPOB.
5. Tuasunesl.

6. Anbbha — uarepdepoH.

F. Undexuun

1. BpoxnaenHas kpacHyxa.
2. [lutromeranoBupyc.

3. Apyrue.
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G. Peakue ¢popmbi CJI

1. AyTouMMyHHBIN TONMUTrAaHAYISApHBIA cuHApoM | 1 |l Tumos.
2. [pyrue 3aloneBaHus, NPOTEKAIOIME C OOpa30OBAHUEM ayTOAHTUTEN K
peuenTopaM MHCYJIMHA — CHUCTEMHAas KpacHas BOJIYaHKAa, MUTMEHTHO-COCOYKOBAs

auctpodus  koxkum  (acanthosis  nigricans).

[Ipu

BBIPpAKCHHAA PE3UCTCHTHOCTDb K HHCYJIMHY.

H. I[pyrne TF€CHETHYCCKHUE CHHAPOMbI, HHOI'Aa COYECTAIIHNECH C CaXapPHbIM

aa0eToOM

l.

o 3 O Wn B~ W

Cunnpom Bonbdpama.

. Cunapowm [layna.

. Cunpom lepemerckoro-TepHepa.

. Cunpom Knaiindenbrepa.

. Cungpowm Jloypenca-Myna-bapae-buns.
. Cungpowm IIpanepa-Bumnm.

. Atakcus @punpenxa.

. Xopes XaHTUTTOHA.

9.

[Hopdupus.

10. Muotonnyeckas quctpodusi.

11. Cuaapom Boasdppama (DIDMOAD).

IV. 'ecranuonnslii caxapubiii 1uader (CJI 6epeMeHHBIX) — JTI00bIE COCTOSIHUS C
HapylLIeHUEM YTJIEBOJHOTO OOMeHa (B TOM 4MCIIE€ HAapyLIEHHAas TOJEPAaHTHOCTh K
TJII0K03€), TMarHOCTUPOBaHHbIE MTPU OepeMeHHOCTU. Brinenenue recranmonHoro CJJ
B OT/IEJIbHBII THUIT 00YCJIOBJIEHO MOBBIIIEHHBIM PUCKOM MEpPUHATAIbHOM CMEPTHOCTH
Y BPOXICHHBIX YPOJCTB IIPU HapYUICHUSX YIIEBOJIHOTO OOMEHa y OepeMEeHHbIX.

Bo3moscnocme opyaux munoe CJ/] y pebenka neodxooumo paccmampusams

npu naiuuuu:

e CJI c ayroCOMHO-IOMHUHAHTHBIM HACJIEAOBAHUEM B CEMBE;

® HSKCTpamnaHKpeaTH4ecKux 3a0oieBaHuil (aTpodust AUCKa 3pUTENBHOTO HEPBA,

IyX0Ta, CHHAPOMAJIBHBIE COCTOSIHHUS);
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® MSTKOTO T€YCHHS MradeTa C HEBBICOKOU MOTPEOHOCTHIO B MHCYJIMHE JINOO

OTCYTCTBUU TAKOBOW;

e CcoxpaHHOM cekpennu uHcynuHa (C-nenTuaa) nocie okoH4aHus asbl

PEMHUCCHUN;

e wmanudecranuu CJI B mepBbie 6 MECSIIEB KU3HH.

I{I/IaFHOCTI/I‘{eCKHe KPpUTCPpUHU

yrieBogHoro oomena omnpenenens BO3 B 2013 roxy (tadu. 7).

caxapHoro jguabera ¥ JAPYTUX HapylICHUU

Tabmuma 7

/InarHocTu4ecKue KpUTEPUU CAXapHOIo Auadera v APyrux HaApyuIeHuil

yriaesoaHoro oomena (BO3, 2013)

[{enpHas KanmvuIApHAS

Benosnag miazma,

[TokazaTenb KpPOBb, MMOJIb/JI MMOJTB/JT
HOpMa HOpMa
Harormmak 3,3-55 <6,1
u yepes 2 yaca nocie OI'TT <78 <78

CaxapHuplii quadet

Haromaxk
uim yepe3 2 yaca nocie OI'TT

WJIU CIIyYalHOE ONPEACIICHUE

>6,1
>11,1
>11,1

>7,0

>11,1

> 11,1
HbAlc>6,5 %

Hapyiiennas Toy1epaHTHOCTD K TJIFOKO3€

Hatomrak

u yepes 2 yaca nocie OI'TT

<6,1
>17,8

<70
>7,8 un <l11,1

HapymeHHaﬂ TIMKEMMUS HAaTOLIIAaK

Hatomak

u yepes 2 yaca nocie OI'TT

>5.6u<6,1
<78

>6,1u<7,0
<78
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IIpu oneHke ypOBHS TIIOKO3bl y JETEHl ClenyeT OPUEHTUPOBATHCS Ha CIIEIYIOIIHUE
MOKa3aTelIu:
1. Hopmanvusie noxasamenu ypo6Hs 2110K03bl 8 KANUIAPHOU KPOBU:
* HopmMmanbHbIil ypOBEHb — MEHbIIIE 5,6 MMOJIB/JT
* HoBopoxaennsie: 1,6 — 4,0 MMonb/1;
» JloHomeHHsle rpyaHbIe 1eTH: 2,78 — 4,4 MMOJIB/ I,
e Jletu paHHero Bo3pacra U IKOJbHUKU: 3,3 — 5,0 MMOJIb;
2. Hapywennas enuxemus namowax (HI'H) — 5,6 — 6,9 MMOIB/;

3. I[Ipeononazaemviii ouacrnoz C[ — >7,0 MMOIIB/I1, TpeOYIONTUN YyTOYHEHUS.

Caxapnbiii 1uadet 1 Tuna

Caxapubiii quader 1 TMIA — 3TO ayTOUMMYHHOE 3a00JIeBaHME, pa3BUBAlOLICECs Y
TF€HETUYECKU TMPEAPACIOIOKEHHBIX K HEMYy JHL, I[pU KOTOPOM XPOHUYECKU
IPOTEKAOMUN  JTUMQPOLMTAPHBIA HMHCYJIUT TPUBOAUT K omnocpenoBaHHou T-
IUMQPOLUTaMU JECTPYKIUU [-KJIETOK C TMOCIEAYIOUIMM pPa3BUTHEM a0OCOJIOTHOM
MHCYJIMHOBOW HEJOCTATOYHOCTH CO CKJIOHHOCTBIO Pa3BUTHUS KETOALM03a.

Jdruonarorede3. B Hacrosimee Bpemst CJ[ 1 Thma OTHOCSAT K MHOTO(AKTOPHBIM,
NOJUT€HHbIM  3a0ojeBaHusIM.  MHorodakTopHass  MOJeNlb  HacJeJI0BaHUs
MPEANOJaraeT, YTo MposiBJICHUE OOJE3HU ONPeNesaeTCs B3auMOACHCTBUEM CPETOBBIX
U reHetTudeckux ¢akropoB. OnHako crneuuduueckas pojb KaXI0TO U3 U3BECTHBIX
(dakTopoB (reHeTuyeckas MpPeapacloNoKEHHOCTh, (AKTOPbl OKpYKaOLIEH Cpe.bl,
MMMYHHas cucTema U 3 - KJIIETKH NOJIKeTyTI04HOM kene3bl) B maroreHeze CZI 1 tuna
octaercs HescHoul. IlonBep:xkeHHocTh ayroummyHHomy CJI 1 Tuma omnpenensiercs
MHOKECTBEHHBIMHU TeHaMH: Oosee 60 JOKyCOB PUCKa BBISBICHO B UCCIEAOBAHMSIX C
MOJTHOTEHOMHBIM MOMCKOM accoumanuii. Okono 50% pucka CBSI3aHbl C T€HOTUIIOM
yejoBeyeckoro JierkorurapHoro antureHa (HLA-xommekc). CoBpeMeHHbIE
JNOCTH)KEHUSI HMMMYHOT€HETHMKM TMOKa3aJd, 4YTO Beayllas pojb B Pa3BUTHU
MMMYHHOT'O OTBE€Ta, KaKk B HOpME, TaKk M B Pa3BUTUU ayTOMMMYHHBIX 3a00JIeBaHU, B

toM uncie CJI 1 tuna, npuHamie:xkut KOHKpeTHbIM anTureHam HLA. Iloka He sicHO,
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Ha KakOM YpOBHE JEHCTBYIOT aHTUreHbl cucteMbl HLA. TeM He mMeHee, OCHOBHOE
3HaYeHUE B JACCTPYKIUH (-KIETOK MpHAaeTcs (akTopaM KIETOYHOTO UMMYHHUTETA.
Bo3MOXkHO, AEHCTBHE ATUX MOJEKYJ MPOSBISETCS IMPU YCTAHOBJICHUU AKTUBHOM
CYNIPpECCHM HMMMYHHOTO OTBETa TMPOTHB COOCTBEHHBIX aHTHIEHOB BO BpeMs
co3peBanusi T-nmumponuToB B TUMyce. Bmecre ¢ TeM, B MEpUOJ AaKTUBHOIO
ayroumMMmyHHOro mpouecca y 80-90% manmueHToB B KPOBU  MOSBISIIOTCS
crenu(uUeckrue ayToOaHTUTENa, MO YPOBHIO M KOHIIEHTPAIlMU KOTOPBIX B KPOBHU
MOHO KOCBEHHO CYIUTh O CTEIEHU BBIPAKEHHOCTH AyTOMMMYHHOT'O BOCIAJICHUS B
[DK. K Ha3zBaHHBIM T'yMOpPaIbHBIM MapKepaM ayTOMMMYHHOTO TOpPaXeHUs B-KIETOK
OTHOCSITCS aHTUTENa K riyramart-nekapookcunaze (GADgs), k TUpo3uH-pocdaraze
(IA-2 u [A-20eta), anturena k octpoBkoBbiM KieTkaMm [IDK (ICA). Cuurtaetcs, 4to Ha
paHHUX CTaAusAX AMabeTa UMEHHO aHTUTENa K OCTPOBKOBBIM KJIETKaM 3aIlyCKarOT
ayTOMMMYHHBIM JECTpYKTHBHBIA MHpoliecc, 00o3Hadas MJii MUMMYHHOM CHCTEMBbI
«vumieHn» g yHuutoxkeHusa. I[lo cpaBHenuto ¢ ICA npyrue Buibpl aHTHUTEN
MOSIBJISIFOTCS] 3HAUUTENBHO MO3Ke (EPBOHAYAIBHBIN BSUIOTEKYIIUHA ayTOMMMYHHBIH
IPOLIECC 3aKaHYMBAETCS OBICTPBIM U MAaCCUBHBIM pa3pylieHHeM P-KiIeTok). CuuTaror,
yto y nauueHtoB ¢ ICA 0e3 mpu3HakoB guabeTa B KOHEYHOM HMTOr€ BCE PABHO
pazBuBaetcs CJ[ 1 tuma.

B nocnenanue roasl MMMyHOT@HETUKAMU ObLTIO ycTaHOBJIeHO, yTo HL A -reneTnueckas
MpeapacnoyioxkKeHHOCTh K pa3BuTuio CJ[ 1 Tuna cBsizana tonsko ¢ DRB1-renotumnom,
BKJIIOYAIOIIUM 2 TMOJOXHUTENBHO aCCOLMUPOBAHHBIX TarjioTUNa (M3 TPEX Pa3IMYHbIX
BapuanToB DRBIl-renotuna, acconuupoBannsix ¢ pazputuem CJI 1 tumna). bsuio
BBISIBJICHO, yto ~ HLA-DRB1*04  sBasercs  MapkepoM  T'€HETUYECKOM
npeapacnonoxessocts Kk CJI 1 tuma. Ha ocHOBe MONEKYJISpPHO-T€HETUYECKOTO
Meroga HLA-DRBIl-renotunupoBanHusi  mosiBWJIaCh ~ BO3MOXKHOCTb  OIIEHKH
WHJIUBUAYAJIbHOW U CEMEWHOW reHeThyecKou mnpeapacnonoxeHHoctd k CJ[ 1 tuma
BHE 3aBUCHUMOCTH OT 3THUYECKOM NPUHAJJICKHOCTH oO0cienyeMoro. Takke 3TOT
METO/ N03BOJISIET OoJiee 3(PPEKTUBHO AUATHOCTUPOBATH 3a00JIEBAaHUE HA PAHHUX €0

sTamax, a Takke (OPMHUPOBATH TPYNIBI BBHICOKOTO M HU3KOTO PHUCKA B CEMBSX,
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o6onmpubix CJI 1 Tuma. B mocnemanwe roapl M3ydaeTcsi poiib MoJMMopdu3Ma TeHOB,
YYaCTBYIOIIMX B KOHTPOJIE KMMYHHOIO OTBETA, HO HE BXOAAIUX B cuctemy HLA.
[Ipeanonaraercs, uro B crnucke He-HLA-MMMYyHOT€HETHYECKUX MapKEPOB UMEIOTCS
TEHbI, KOTOpbIE MOTYT BHOCHUTH CAaMOCTOSITEJIBHBI BKJIAJl B YCTAHOBJICHHE
UMMYHOTeHeThYecKo mpeapacnonioxkeHHocty k CJI 1 tuna. HccnemoBanue
BAPUAHTOB HEKOTOPBIX M3YUYEHHBIX I€HOB, YYaCTBYIOIIMX B KOHTPOJIE MMMYHHOTO
OTBETa, moka3zaiuo, uto B 14% cmydaeB ren CTLA4 mMoxkeT OBITh CaMOCTOSTEIHLHBIM
TEHETUYECKUM Mapkepom mpeapacnoioxkeHHoctd k CJ[ 1 tuna, a B 6 % ciaydaeB y
oOcnemyembIx 0onbHBIX oTcyTcTBOBaNM Kak HLA, Tak u CTLA4.

CymiecTByeT U KOHUEMIMS O HAJIWYUU MYCKOBBIX MEXAHU3MOB, WHUIMHPYIOIINX
ayroummyHHbIe nipouecchl B IDK. TlaToreneTnueckuii areHT U3 OKPYXKaroIIEil Cpeibl
WHULIMUPYET Pa3BUTHE ayTOMMMYHHOTO HMHCYJIUTa (BO3MOXHO, U B MEPUHATAIHLHOM
nepuojne), aectpykuuio U sm3uc P-kierok IDK. Buemnue ¢aktopsr (Genok
KOPOBBETO MOJIOKA, CTPECChl, WH(DEKIMOHHBIE W/MIW XUMHYECKHUE), KOTOpbhIC
3amycKaroT nporecc paspymieHus B-kiaerok [10K, B ocHOBHOM, HE U3BECTHBI, HO ATOT
mpoiiecc OOBIYHO HAYMHAETCS 32 MECSIbl U TOABI JO TMOSBICHUS KIMHUYECKHX
CUMIITOMOB. BupycHble HHGOEKIHUM OMNPEACIICHHOTO TUMAa MOTYT MPUBOJIUTH K
aKTUBAIlMU ayTOpeakTUBHBIX T-kieTok u K pa3Butuio CJI 1 Tuma. DHTEpOBUPYCHYIO
MHOEKIMI0 BO MHOTHX TMOMYJSAIMSIX CBSI3bIBAIOT C BO3HUKHOBEHHMEM  Kak
OCTPOBKOBOT'O ayTOMMMYHHUTETa, Tak M jAuadbera 1-ro Tuma. BeposiTHO, 4TO
OCOOEHHOCTH HWMMYHHOTO OTBETa Yy TMPEAPACIONIOKEHHBIX JIIOJEH TO3BOJISIOT
MaHKPEaTPONHbIM BUPYCAM BbI3bIBATh B TMOKEIYJOYHOM Kejle3e HW3MEHEHHS
BOCIIAJINTENIBHOTO, a 3aTéM M ayTOMMMYHHOTO Xapakrepa. Pa3BuBmmiics
TUMOOIUTAPHBIA WMHCYJIUT TPUBOAUT K JACCTPYKIUHU [-KIETOK C MOCIETYIOITUM
pPa3BUTHEM HMHCYJIMHOBOW HEAOCTATOUYHOCTH.

Caxapnpiii nuaber 1 tuma maHudecTUpyeT MNpU pa3pylIeHUH ayTOMMMYHHBIM
rporieccoM 80-90 % B-kmeTok. CKOPOCTh U HHTEHCUBHOCTH ATOTO IIPOIIECCa MOXKET
CYIIIECTBEHHO BapbupoBaTh. Hanbosee yacTo npu TUMUYHOM TE€UEHUU 3a00JIeBaHUs Y

neTeid W MOJIOABIX JIFOACH OTOT IPOIECC MPOTEKACT JOCTATOYHO OBICTPO C
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nocneayroieit OypHoit Manugecranueil 3a00neBanus, Ipyu KOTOPOW OT MOSIBICHUS
MEPBbIX KIMHUYECKUX CHMIOTOMOB JI0 PpAa3BUTHS KeToaluao3a (BIUIOTH 10
KETOAIUJOTUYECKON KOMBI) MOXET MPOUTH BCETO HECKOJIBKO HEJIETb.

AblcomoTHass MHCyNIWHOBas HegocrtatouyHocth npu CJl 1 Tunma mnpuBOAUT K
IPOTrPECCUPYIOLIEMY CHM)KEHUIO MAcChl Tela U MOSIBICHUIO KeToanuao3a. Pazsurtue
MOCJIETHEr0 O0YCIOBJICHO YCHUJICHUEM JIUIOJIN3a B KUPOBOM TKAaHU WM TOJIaBJICHUEM
JUMOreHe3a B MEYEHU BCIEACTBHE Ne(UIIMTAa WHCYIWHA W TOBBIIICHHOTO CHHTE3a
KOHTPUHCYJISIPHBIX TOPMOHOB (TJIIOKaroHa, Koptuzoja, karexomamuHoB, AKTI,
ropmoHa pocta). [loBbsillieHHOE 00pa3oBaHne CBOOOIHBIX KUPHBIX KUCIOT MPU STOM
CONPOBOXK/IAETCSI aKTUBALMEN KETOr€He3a U HAKOIUIEHUEM KHCIBIX KETOHOBBIX TEIN
(B-oxcubyTtupara, anieToarerara u alieToHa).

B cnywasx, korma kimHM4YecKas kaptvHa thunudHa st CJl 1 Tuma, a anTuTena
OTCYTCTBYIOT, AMAa0€T OTHOCAT K TUly 1B (manonatuueckuii).

Kaununvyeckue mposiBienusi CJI 1 tuma. Knunuka CJ] 1 Tuma Bapsupyer oOT
HEYPreHTHBIX MNPOABICHUN 10  TSDKEJIOM  Jeruaparauud, AUabeTHYeCcKOro
KETOoal/103a U KOMAaTO3HOTO cocTosiHUs. JlnabeTnueckuil keroanunao3 0e3 JedeHus
MPUBOJAUT K CMEPTH. XapaKTEpHbIMH KJIACCUYECKUMU CHUMIITOMAaMH SIBISIOTCS:
NOJINYPHUSl, NOJHUIUIICUA, TOXYyJAeHHe NPH NOBBIIIEHHOM WIH HOPMAJbLHOM
anmeTUTe W TOBBIIICHHBIM YPOBEHb TJIOKO3bl B KpOBHU. IIpuM 3TOM XapakTepHbI
pEeUUANBUPYIOIINE KOXHbIE HWH(EKIMH, CTOMATHT, BYJIbBHUT, Oananut. Illepuon
OOMJIBHOTO MUThSI — 3TO BECbMa MO3JAHUNA CPOK JUIsl JUArHOCTUKU — WHCYJIMHA YK€
noutu HeT. CUMIITOMAaTHKa HAPYIIEHHOT0 METa00IM3Ma Pa3BUBAETCS CTPEMUTEIIBHO.
/InadeTuyeckass KOMa pPa3BUBACTCSA B TEUEHUE HECKOJBKUX JHEN y JETEH PAaHHETO
BO3pacTa u uepe3 1-2—4 Henenu y NIKOJIbHUKOB.

s oxcnpecc-ouacnocmuku  caxapHoro Jauabera MNpud HadMuuu y peOeHKa
BBIIIENIEPEYNCIEHHBIX ~ CUMITOMOB  JIOCTaTOYHO OJHOKPAaTHOIO  ONpPEIEIICHHUS
MOBBIIIEHHOTO YPOBHS caxapa KpoBu >11,1 MMoms/1.

Knunuueckue ocooennocmu oevroma C/[ y oemeii pannezo éo3pacma:

- HeOOJIBIIION TIPOAPOMATILHBIN TTEPUOT,
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- OoJiee OCTpoe Hayuajo C SIBJICHUSAMH KET03a;

- TPYJTHO THATHOCTUPOBATH — KK/ U TOJUYPHSI MOTYT OBITh IPOCMOTPEHBI;

- Yallle JUarHOCTUPYETCSI B COCTOSTHUHA KOMBI M IIPEKOMBI.

JIBa knHnYeckux BapuanTa aeorota CJl y aeteit panHero Bo3pacra:

1) BHe3amHOE pa3BUTHE MO THUIY TOKCHUKO-CENTUYECKOTO COCTOSIHUS; PE3KOe
00€3BOKMBaHUE, PBOTA M MHTOKCHKAIUMA KETOHAMHU OBICTPO MPUBOAIT K Pa3BUTHUIO
nuabeTraeckoit kombl. Cmompu caxap kposu!

2) Ooisiee MEIJICHHOE HapacTaHUE TSDKECTH COCTOSIHUS: AUCTpodUs, HECMOTPS Ha
XOpOIIIWIA ammeTHT, JKaJHOE COCaHWe, OCCIOKOWHBIC NETH YCIIOKAWBAIOTCS IIOCHE
MUTHs. XapaKTePHbI OMPEIOCTH, BYJIbBUTHI, OaianuThl. JIunkas moua. Caxap KpoBH B
mo0oe Bpemsi CyTOK - > 11,1 Mmmonb/m.

IlokazaHa HEOTJIOKHAsA TOCHUTAIM3ALMSA B DSHAOKPUHOJIOTMYECKOE OTACICHHE.
Kpumepuu zocnumanuzayuu. OO0s3aTelIbHOEC HAIMYME KIACCUYECKUX CHUMITOMOB
C/Jl - nonuypus, MOTUAUTICHS, TIOTEPS MACChl Tella + JabopaTOpHbIE JTaHHBIE: caxap
KpoBHU > 11 MMOJIB/J, MOJOKUTETBHBIN TECT Ha KETOHBI B MOYE.

Ypreutusblie nposijienus CI. [Ipu oTcyTcTBUM jeueHus y peOeHKa IpOorpeccupyeT
CHIKEHHME MacChl Tejla, HapacTaeT clIaboCTh, COHJIIMBOCTh U ACTHApATAIMS, B KPOBU
HapacTaeT KOHUEHTpAlUs KETOHOBBIX TEN, MOSIBISETCS 3amax aleToHa U alleTOHYpHS,
TOIIHOTA, OTKAa3 OT €lIbl, pBOTA, OOJM B >KMBOTE€ W MBIIIIAX, OJIBIIIKA, JbIXaHHUE
Kycemayns (penkoe npixaHue ¢ TIyOOKMM IIYMHBIM BIOXOM M YCHJICHHBIM
BBIJIOXOM) U PACCTPOIMCTBO CO3HAHUS - AE€30PUEHTALINS, COMOP, KOMA.

BonbHble HYXIAIOTCS B HEOTVIOKHOM rocnurtanuzanuu Opurago CMII wu
HEMEJICHHOM OKa3aHWHM HEOTJIO)KHOM TOMOIIM Ha MECTaX C MOCIEIYIOMINM
[IEPEBOJAOM B JIETCKOE CIEUUAINZUPOBAHHOE YHIOKPUHOJIOTUYECKOE OTICIICHUE.
JAnarnocruka.

JIaGopaTopHBIC MOKa3aTeIu:

- ['unepenuxemus — rmaBHbIN TabopaTopubiii mpusHak CJI.
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[Tpu Hammuum knaccuueckux cumntomMoB CJI (monmmypusi, MOTUIUIICUS, TTOXY/TaHHUE
IIpM HOPMaJIbHOM WJIA TOBBIIIEHHOM AallMeTuTe) ISl 3Kcrpecc-nuarHoctuku CJJ
JI0OCTaTOYHO OJAHOKPATHOIO ONpeieNieHus: caxapa KpoBu >11,1 MMoub/i.
- [moxo3ypus B HOpME OTCYTCTBYET M MOABIISIETCS MpPU TUNepriaukeMuu (= 9,99
MMOJIb/iT). Ilpy HOpManbHOM YpOBHE TJIIOKO3bI B KpPOBU TJIIOKO3YpUS MOXKET
CBUJIETEIHCTBOBATh O HAJIMYUU MMOYEUHOTO 1UaldeTa, HacIeACTBEHHBIX 3a00JIEBaHUSIX
yraeBoiHOTO oOMeHa, panHe ctaauu CJ[ Tuma MODY3.
- Kemonypusi tipy HOpMaJIbHOM YpOBHE TJUKEMHH MOKET HaOIoIaTbcs Mpu
YIJIEBOJHOM TOJIOJIaHWH, OCOOCHHO Yy JeTed paHHero Bo3pacta Ha (¢oHE
MH(PEKIIMOHHOTO 3a00J€BaHUSI C THUIEPTEPMHUEH, NPU CUHIPOME I[TUKIUYECKUX
allETOHEMHYECKUX PBOT Y AETEH paHHEro BO3pacTa.
- Yposenw enuxuposannoco cemoenoouna (HbALC) orpaskaer cocTOSTHUE YIIIEBOTHOTO
oOMeHa B T€UYEHHUE MOCIeTHUX TpeX MecsneB. Onenka ypoBHs HDALC ucnonb3yercs
U1l moATBepkaeHus: aquarHo3a CJI ¥ OLIEHKH CTENEHU KOMIIEHCAIUU YIJIEBOJHOTO
oOmena y OonpHbIX CJl (kaxnaeie Tpu Mecsua). HopmaneHblii ypoBeHs HbAlc
coctaBisieT 4 - 6 %.
- Aymoanmumena K aumueeHam [-K1emoxK — HWMMYHOJIOTHUYECKHE MapKepbl
ayroummyHHoro uncynuta (ICA, GADA, [AA, TA2).
- C-nenmuo — MapKep OCTaTOYHOW MHCYJIMHOCEKPEIMH: B HOpME 0a3alibHbIN YPOBEHB
C-nentuaa B xpoBu cocrtasiser 0,43 — 2,61 amons/n (1,1 — 4,4 ur/mn). Ilpu CJI 1
TUMa ypoBeHb C-TIENTHIa CHUKEH WU HE ONPEIEIIAETCS.
Jleuenne CJI 1 Tuna y gerei.
[enn nedyenus nereit u noapoctkos ¢ CJI 1 tuna:

* JIOCTHXKEHUE MAaKCHMAaJbHO OJU3KOTO K HOPMAJIbHOMY COCTOSHHUIO YPOBHS

YTJI€BOJHOTO OOMEHA;

* o0ecreyeHne HOPMAIbHBIX TEMITOB (PU3UIECKOTO PA3BUTHS;

*  YIy4IlIEeHWe COMAaTHYECKOTO 37I0POBbS PEOCHKA;

* JOCTHXKEHHE HOPMAJIBHOTO TICUXOCOIMAJIBHOTO COCTOSHUSI M aJalTaluu

pebeHka;
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* Ppa3BHUTHE CAMOCTOSITEIIbBHOCTH U MOTHBAIIMH K CAMOKOHTPOJIIO;

* mnpoduiakTuka crenupuyeckux ocnoxuenu C/I.

BBenenne WHCynIMHA —SABISETCS ©IUHCTBEHHBIM Ha  CETOAHSIIHUA  JIEHb
MAaTOTEHETHUYECKUM METO0M ero JedeHus. Jleuenune manudectuposasmiero CJJ
BCEerJa ClIeAyeT HauyMHATh B CTAlMOHApE HE TOJBKO AJIS JIy4Iero mojadopa 036l
MHCYJIMHA, HO M s OOy4eHHS B IIKOJE CAMOKOHTPOJS W ICHUXOJIOTHYECKON

ajanranuy peOeHKa U pOIUTENIEH.

Ilpunyunwl neuenun C/] 1 munay oemeii u noOpoCmMKO8 8 yC108UAX CHAUUOHADA.
e lHCcynuHOTEpamnus.
e Jluerorepamnusi.
e OOyuenne camokoHTpoJito CJI.
e duznuyeckue Harpy3KH.
e [lcuxosornyeckas NoIAEpKKa.
Hucynunomepanusa. HoBoe nanpasnenue B jedeHun CJ] - co3maHue aHamoros
YeJIOBEYECKOI0 MHCYJIMHA C IMOMOIIBI0 T€HHOMHKEHEPHBIX TEXHOJIOTH C HOBBIMU
(hapMaKOKMHETUYECKUMHU XapakTepucTukaMu. COBpEMEHHbIE T'€HHOWH)KEHEPHBIC
MHCYJIMHBl M aHAJIOTU YEJIOBEYECKOI0 MHCYJIMHA Pa3Iu4aroTCs MO OauUmenbHOCmu
Oeticmeusi (Tadi. 8):
*  UMHCYJMHBI YIbTPAKOPOTKOIO AEHCTBUS;
* HHCYJIMHBI KOPOTKOTO JECUCTBHUS - KKOPOTKHUI» UHCYJIUH,
* MHCYJIMHBI CPEHETO, JUINTEIBHOTO U CBEPXIMTEIBHOIO IEHCTBHS.
B Poccum y perei M NOAPOCTKOB IPUMEHSIIOTCS TOJBKO —IPENapaThbl
YEJI0OBEUCCKOT0 TeHHO-UHXCHEPHOTO MHCYJIMHA U aHAJIOTH HHCY/IMHA (Ta01. 8).
* HHCynuHBI KOPOTKOTO JIeUCTBHS (ITPOCTOM MHCYJIMH) BBOJSATCSA MOJKOXKHO 3a
20 — 30 mMuH no ensl. MHCYnuH AKTpamuj MOXET BBOAUTHCS BHYTPHUBEHHO,
YTO MCIONb3YyeTCd NpU AUA0OETHYECKOM KETOALMJI03€ U XUPYPrHUECKHUX
onepanusx.
* AmnHanoru ynpTpakopoTkoro neuictBus (Xymanor, HooPanung u Amnuapa)

BBOIATCA HCTIOCPCACTBCHHO IICPCA IPUCMOM IMHUIIN WX Cpa3y MMOCJIC CAbI.

55



Tabmura 8
dapMaKOKHHETHYECKAs] XapAKTEePHCTHKA HHCYJIHHOB

Hauvano [Tuk JImATEenbHOCTD
Tun uHCYyJIMHA JICUCTBUS, | JEHUCTBUS, JICUCTBUS,

yac yac qac
Ananozu ynompaxopomrkozo oeiicmeusn: | 0,15-0,35 1-3 3-5
Wucynun JIuznpo (Xymanor, PunJlus);
Acnapt (HoBoPanun);
['mynusun (Anuapa).
Ceepxovicmpooeiicmeyrouiui 4-20 muH | 30 MuH — 1-2yaca
Acnapt (duacn). 1 yac
Kopomkozo oeticmeusn: Axtpanun HM; 0,5 — 1yac 2-4 5-8
XymynuH Perynsp; Pocuncynun P;
['encynun P; Puncynun P.
Cpeoneit onumenbHocmu 0elicmeus: 2 gac 6-10 12-16
N3odan (Xymynun HIIX; IIporodan
HM; Puncynuna HITX; Pocuncynun C)
Jnumenwvnozo oeiicmeusn (bazanivuvie HE
AHAI02U UHCYIUHA): 1-2yac | BwIpaxeH 24 -29
I'naprun (Jlantyc, Tymkeo, PunrJlap)
Heremup (JIleBemup)
Ceepxonumenvhozo delicmeus 30-90 | orcyrct- HE MEHEee
Nucynun Hermonex (Tpecuba) MUH BYET 42

e (CgepxObicTpoaeiicTByIOmMMM UHCYIUH AcnapT (Puacmt) MOKET BBOJUTHCS TI/K
B UHBEKIMSIX U TIPU HEMPEPHIBHOM MOIKOXKHOW MH(Y3uU MHCYIMHA 3a 0—2 MuUH
U gakxe dyepe3 20 MMH mocie Hayajla MOpueMa MNUIlM 0e3 yXyJIUIeHUus
[NIMKEMUYECKOTO MpOouis, TPUBOAS K YIYUIICHUIO KadyecTBa IKU3HU

IIaIMCHTOB.
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e becnukoBble aHAJIOTM WMHCYJIMHA NPOJJEHHOTO (IJIMTENBHOTO) JIEUCTBUS:
JlanTtyc BBOAaWTCA wyame Bcero 1 pa3 B CyTkd, JleBemup BBOAUTCA B
OOJIBIIMHCTBE CIIy4aeB 2 pa3a B CYTKH.

e HoBbIif MHCYIMH CBEPXITUTENBHOTO JiekicTBUs Jleriaroaek (Topropoe Ha3BaHUE
Tpecuba) — aHamor YeEIOBEUECKOTO0 WHCYJIMHA - WMEET CBEPXINTEIhHBIN
IocKuid npoduis aeiictBus (He mMeHee 42 yac, 10 48 4acoB) U CTaOMJIbHBIN
TUNOTIIMKeMUYecKuil 3pdpext. BBoAUTCS MOAKOXKHO €XEeIHEBHO, HECMOTPS Ha
JUTUTEIIBHOCTD JEUCTBUSL.

/Jlo3uposanue uncynuna. Y xaxaoro pedeHka moTpeOHOCTh B HHCYJIMHE ONpPeeseTcs
WHJUBUAYAJIbHO, KaK M COOTHOIICHUE WHCYJIMHOB Pa3JIMYHON JJIUTEIBHOCTH
nevicteusi. B mepBeie 1-2 ronma 3abosieBaHUsI TOTPEOHOCTh B MHCYJIMHE B CPEIHEM
cocrasisiet 0,5-0,6 EJI/kr macchl Tena B cyTku. KiimHn4yeckue ucciieJoBaHus HOBOTO
CBEpPXOBICTPOJCHCTBYIONIETO HHCYIMHA aciapT — Guacn (3apeructpupona B Poccun
B okTaA0pe 2020 r.) mOKa3ajau, 4TO MOTPEOHOCTh B MHCY/IHHE Duaci y BIEpBbIC
3aboneBmmx CJI 1 tuma moxkeT ObITh B 2-3 pasza meHbie u cocTtaBisath 0,2 — 0,4
EJl/kr/macchl Tena B CyTKH.

Hauunaiom neuenue ¢ TMOJKOXKHOTO BBEJACHHS WHCYJIMHA KOPOTKOTO JIEHCTBHS.
ITepBast 103a 3aBUCHUT OT BO3pacTa peOeHKA U CTETICHU TUTIEPIIIMKEMUH U COCTaBIISIET
ot 0,5 mo 1,0 eqununpt (EJl) y aeTeit nepBbIX JIeT )XKU3HU, Y MIKOJILHUKOB 2-4 EJI, y
noapocTkoB - 4-6 EJI. TloBTopHOE ompeneneHne TIMKEMUN MPOBOAUTCS Kaxable 2 -
3-6 4yacoB B 3aBUCUMOCTH OT CTEIEHU THUIIEPTIIMKEMHUH, 103a HHCYIMHA U3MEHSIETCS
B 3aBHCHUMOCTH OT JMHAMHUKUA YPOBHS TJIMKeMHH. VIHBEKIIMM WHCYIWHA JIETAl0TCs
repe]; OCHOBHBIMM TMPUEMaMH THINH, TPU BBIPAXKEHHOW TUMEPTIMKEMUU HHCYJIUH
BBOJIUTCS Tepe] 2-M 3aBTPAKOM, MOJIHUKOM, 2-M ykuHOM. [Ipum HeoOXomumocTu
JOTIOJIHUTENIBHO JENAIOTCI WHBEKIMH B 24 W 6 4YacoB, a MpPU BBIPAKEHHOU
JIEKOMIICHCAIIUM YTJIEBOAHOTO OOMEHa - U B 3 yaca HOYHM (HOYHBIC J103bl 3HAYUTEITHHO
MEHBIIIE JTHEBHBIX WH3-3a OTCYTCTBUSI mpuema mnumwm). Yepes 1-2 gHs apoOHoOe
BBEJICHNE KOPOTKOTI'O MHCYJIMHA B HOYHBIE YaChl MOCTENIEHHO 3aMEHSIETCSI BBEICHUEM
MIPOJJICHHOTO MHCYJIMHA TIepe]] Y)KUHOM WJIM Ha HOYb C YYETOM CYMMAapHOH 03Bl
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KOPOTKOTO HHCYJIMHA B HOYHBIE 4Yacbl. Y JI€TE€M pPAHHEr0 BO3pacTa KOPOTKUU
WHCYJIMH OBICTpEE M CHIIbHEE CHUKACT caxap KpoBH, 4eM y Oosiee cTapmmx AeTe u
MOJIPOCTKOB, MOATOMY HEPEIKO B TEpamuM AETel paHHEro Bo3pacTa Mpeodiianaet
MPOJJIEHHBIA MHCYJNUH. [Ipr 3TOM HHCYIMHBI yJIBTPAKOPOTKOTO JEUCTBHUS MOTYT Y
HUX BBOJMTHCS MOCIE €/Ibl, B 3aBUCUMOCTH OT almeTuTa peOeHKa.

[locne pocTWXKEHUS KOMIIEHCAIMK YTJIEBOJHOTO OOMEHa J103a HMHCYJWHA, Kak
MPaBUJIO, CHIDKAETCS W3-3a YIYYIICHHUS] (PYHKIIMOHATHHOW aKTHBHOCTH [-KJIETOK H
MOBBIIIICHUST YYBCTBUTEILHOCTU K HMHCyMuHY. Tak, y 20-50% nereit B mepBbie
MecsIpl  HAOMIOJAaeTcs  4YacTHUYHAas PEMUCCHs, KOIrjla TOoCi€  JIOCTHXKEHHS
KOMIICHCALIMM YTJIEBOAHOr0 OOMEHa NOTPEOHOCTh B HWHCYJIHMHE CHHXKAETCS [0
muaumanbHo# - 0,1 - 0,2 EJI/kr. OnHako, MHCYJIMH B TIEPHO]] PEMUCCUU OTMEHSATH
HEJIb351.

Yepes 3 -5 net ot Hayana CJl moTpeOHOCTh B MHCYJIIMHE OOBIYHO MOBHIIAETCs 110 1
EJl/xr maccel Tena B cyTku. B mybeprare ona moseimaercs g0 1,2 - 1,5 EJl/kr, a
3aTreM MOXkeT cHu3uThes 10 1 EJI/kr. B mepuoa aexkoMmiieHcauud NOTPEOHOCTH B
uHcynuHe MoxkeT gocturath 2,0 EJI/kr maccel. OniHako, y Kaxaoro pebenka moaoop
J03bI U COOTHOIIIEHUE NHCYJIMHOB WHINBUIYaJIbHO.

NHcynuH CcBEepXJIUTENBHOTO JeicTBUS Tpecnba Ha crapTe Tepanmuud B CIydasx
Manudecranuu C/[ BBoautcs aetsM miammiero Bo3pacta nmpumepro 0,2 EJI/kr Mm.T.,
netsm 5-10 et - 0,3 EJI/xr m.T., moapoctkam - 0, 4 EJI/kr Mm.T.

YysecmeumenvHocms K UHCYAUHY — 3TO IIOKA3aTEIb CTEIIEHU CHUKEHUS TIIMKEMUU
npu BBeAeHun | EJl MHCynMHA KOPOTKOro AEMCTBUSA. Y AETEN C Maccou MeHee 25
kr 1 EJI KOpoTKOro MHCY/IMHA CHUKAET caxap KpoBu Ha 5-10 MMonb/i, a y neTei ¢
OonpInieit Maccoi - Ha 3-7 mMmoib/1. OIHAKO, 3TO MHIMBHUAYAIBHO U W3MEHYHMBO
Jake y OJHOTO W TOro K€ OOJIBHOTO W B OOJbIIEH CTENEHU 3aBUCUT OT YPOBHS
TJIMKEMUW B JAHHBIM Yac M CTENEHU METa0OJIMYECKOW KOMIICHCAIIMH, a TaKkKe
CyTOuHOM 1036l uHCyiuHa. [lpu mno3gHed nuarHoctuke CJI UM BBIpa)KEHHOU
JEKOMITEHCALIUU YTIEBOJAHOr0 0OMEeHa HaOMIOAAeTCsl CHIXKEHHE YYyBCTBUTEIBHOCTH

K MHCYNIUHY. HU3Knii ypOBEHb INIMKEMHMM PE3KO NOBBIIIAET YYBCTBUTEIBHOCTH K
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UHCYJUHY, YTO TpeOyeT CpPOYHOM KOPPEKUHMU CIEAYIOUEH J03bI B CTOPOHY
cHIWKeHUs. UeM MeHbIle aMIuIMTy1a KoJieOaHUi TTTMKEMHUH B TEYECHUE CYTOK - TEM
BBIIIIE YYBCTBUTEIBHOCTh K HMHCYJIMHY. TO €CTb KOPPEKIHUs J03bl IMPOBOJIUTCA
UCXOJAS M3 YPOBHS TJIHUKEMHM B JaHHBIM MOMEHT. Takke HCHoJIb3yeTcs |
PETPOCHEKTUBHBIN MOA00pP - MO TJIMKEMUU B NPEAUISCTBYIOUUME CYTKH. Jlis
nondopa Haubojee ONTUMAIBLHON WHCYJIMHOTEpANUU TMPUMEHSETCS CUCTeMa
MOCTOSITHHOTO MOHHMTOpPUpPOBaHMs ToKo3bl kpoBu - CGMS (continuous glucose
monitoring system).
[TybepraTHblii  TepUOJ  XapaKTepU3yeTCSd  CHIDKCHUEM  YyBCTBUTEIHLHOCTH
nepudeprueckux TKaHEH K MHCYJIMHY U TOTPEOHOCTh B MHCYJIUHE MOXET
Bo3pactath 110 1,5 EJ] /kr B cytku. Ilpu xaxxqom MHGEKIIMOHHOM 3a00JIEBaHUU Y
nereit ¢ CJI Bo3pacTaet noTpeOHOCTh B UHCYJIMHE, YTO TpeOyeT 0oJiee TIIATeIIbHOTO
KOHTPOJISI YTJIIEBOJHOTO OOMeHa ¢ Koppekuueil 1o3bl. [loBblieHne 10361 MHCYIUHA
MOYKET COCTaBJIATh OKOJIO 15 - 20% 0T 0OBIYHOM HO3HI.
Pestcumol uncyrunomepanuu.
HUncynunomepanus npu manugecmayuu C/] Imuna. Koppekius 10361 TPOBOIUTCS
oA KOHTpojieM riukemuu. [lpu crabunuzanuu riamkeMud peOeHKa MEepeBOIAT Ha
0a31CHO-00TIOCHBIN, UM WHTEHCU(DUITMPOBAHHBIN PEKUM WHCYJIMHOTEPAITUH.
Pexxrmbl BBEICHHS] MHCYJIMHA!
® 0a3uCHO-OONIOCHBIM  (MHTEHCU(QUIIMPOBAHHBIA)  PEXKUM  —  PEXKUM
MHOKE€CTBEHHBIX WHBEKIIUNA: Tepe]l OCHOBHBIMU MpPUEMaMH IMHIINH BBOASTCS
aHAJIOTH  YJIBTPAKOPOTKOTO/KOPOTKOTO JEUCTBUS ¥ HWHCYJIMHBI CpEIHEN
MPOIOJDKUTEILHOCTH JeiicTBus (1-2 pa3a B CyTKH — YTPOM, BEYEPOM);
® PEXUM TOCTOSSHHOW TOJKOXXHOW WH(Y3UHM WHCYJIMHA C TIOMOIIBIO TTOMIIBI
MO3BOJISIET MAaKCUMAJIbHO TPHOIU3UTh YPOBEHb WHCYJIMHA B KPOBH K
(U3HOTOTUYECKOMY.
HauGonbmiee pacnpoctpaHeHue moiyuniia Oa3uc-00JOCHAs cXema, KoTopas
UMUTHPYET TPOJMJIECHHBIM HHCYJIMHOM 0a3alibHYI0 CEKpelHi0, a KOPOTKUM -
MOCTATMMEHTAPHYIO.
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Cpedcmea 07151 66e0eHUs UHCYIUHA!

 [llnpui — pydky ¢ 3al10JJHEHHBIMU UHCYJIMHOM KapTPUIKAMH, ITO3BOJISIIOIIMHU

M3MEHATH /103y uHcynuHa ¢ marom 0,5 — 1,0 E/I;

* OnHOpa3oBbl€ IUIACTHKOBBIE HWHCYJMHOBBIE IINPULBI C (PUKCUPOBAHHBIMU

UIJlaMy — TPaJyupoBKa ILIPHUIIOB JIOJKHA COOTBETCTBOBATh KOHIIEHTPAIUU
UCIOJIb3YEMBIX HMHCYJIMHOB. Mcrmonb3yroTcs B crauuoHape s Habopa
ONPEJEICHHONW J03bl MHCYJIMHA KOPOTKOIO JEHCTBHS (IIPOCTOrO HWHCYJIHMHA),
BBOJAMMOIO BHYTPUBEHHO C TIOMOUIbIO MH(Yy30Mara Mpu JICYCHUU

I[I/Ia6eTI/I‘—IeCKOFO KCTOAllKJ03ad, TAKXKC M B AOMAIIHUX YCIIOBUAX B ClIydac

HEHCITPAaBHOCTH JPYTUX YCTPOMCTB JJIs BBEICHHS HHCYJIMHA.

Hncynunosvie nomnsi - HOBOE JOCTHKEHUE TUAOCTOJIOTUN U IIUPOKO MPUMEHSIOTCS
BO BCEM MHUPE KaK CPEJCTBO HEMPEPHIBHOTO MOAKOKHOTO BBEICHUS MHCYJIWHA. DTO
MOOMIIBHOE 3JIEKTPOHHOE YCTporcTBO BecoM MeHee 100 rp. B momme ucnons3yercs
TOJIKO WHCYJIUH YJIBTPAKOPOTKOTO JIEUCTBHS, KOTOPBI MOXXET BBOAUTHCS B 2-X
pexuMax: 0azanbHOM U OomtocHoM. [lomma cnocoOHa oOecrneunBaTh BBEACHHUE
0a3aJpbHOTO HWHCYJIHMHA C JIIO0OWM 3aJaHHOM CKOpOCThIO. boirocHoe BBeneHue
WHCYJIMHA TaKXe MOYKHO 3alpOrpaMMHPOBATh B COOTBETCTBHHM C PEKUMOM H
KaJIOpaKeM MMUTAHMUSI.

Kpurepuun xomnencamum CJI. B ouenke crenenu komnencanuu CJI, momMumo
KIIMHAYECKUX JIaHHBIX, HWCIIOJB3YIOTCS, B TIEPBYIO O4Yepelb, JaOOpaTOPHBIE
MoKa3aTeu. TIMKeMHUs, TJIMKHPOBAHHBIM reMorioOuH mim ero ¢pakius — HbAL
KoHIeHTpaIuss TIMKAPOBAHHOTO TEMOTJIO0MHA JOJDKHA OBITh MaKCHUMAaJIbHO
npuOakeHa kK HopMme (1o 7 %) HAcKOJIbKO 3TO BO3MOXKHO, HO 4YTOOBI PHCK
TUTNOTJIMKEMU ObUT cBeZieH K Hyto. O4eHb BaKeH HENPEpBhIBHBI MOHUTOPUHT
rmoKo3bl  (6-10 pa3 B CyTKHM), OTCYTCTBHE THIOTIUKEMUH U % BpEeMEHU
HaxoaeHus maiuenTa B neaesom auanasone (TIR). Lens - ne muee 70% BpemeHH
HNAIMEHT JO/UKEH HAXOAWThCS B IieeBoM auana3zoHe rmkemun (3,9 — 10,0

MMOJIB/JT) U, TAKUM 00pa3zoM, noaaepxanre HbAl Ha yposHe 6,7%.

60



Hopmornukemuss u armoko3ypus B JETCKOM BO3pacTe B OOJBIIMHCTBE CIy4YacB
JIOCTUKUMBI TOJIBKO B Hayase 3a00JI€BaHUs B IEPUOJT PEMUCCHH.
PexoMeHytoTCS CcleAyronMe ONTUMAJIBHBIE TOKa3aTEIu TJIMKEMHH Yy JETed U
noapoctkoB ¢ CJI:

* Tepej mprueMaMHu MUIH — oT 5,1 710 6,5 MMOIIB/;

* TOCTIpaHauadbHas TJIMKeMHs (depe3 2 dvaca mocie enpl) — ot 7,6 mo 9,9

MMOJIB/JI;

* mepen cHoM ot 6,0 10 7,5 MMoOJIb/ I,

* B HOYHOE BpeMsl, BO BpeMsl CHa — OT 5,6 710 7,6 MMOJIB/I.
VY nereit B Bo3pacte A0 6 JIET, yUYUTHIBask OTPULIATEIBHOE BIIMSIHUE THIOTJIMKEMUN
Ha pa3BUTHE MO3ra, dTU MOKAa3aTelu JOHKHBI ObITh HA BEPXHEW TpaHHIIC HOPMBI
WM HECKOJbKO BbIIe. HeKoTophle aBTOpPhI PEKOMEHAYIOT HECKOJIBKO Oosee
BBICOKHE KPUTEPUU KOMIICHCAIIMU: TMepe]] MpUueMaMyd UMM - MEeHee 9 MMOJIb/I,
nocJe easl - 11 MMob/m.
CamokonTpoabs CJI mnoapazyMeBaeT: €XKEIHEBHOE BEIACHHE JIHEBHHKA C
nokazatessiMu mukeMuu (6-10 pa3 B CyTku), pekuma NHUTaHUs U (HPU3UUECKOM
aKTUBHOCTU pPEOCHKA, YMEHHE TMPOBOJUTH CAMOCTOATEIBHO POJUTEIISIMU WIH
MOAPOCTKOM KOPPEKIUI0 HWHCYJIWHOTEPAllMM B 3aBUCUMOCTH OT MEHSIOIIHUXCS
YCJIOBH.

JInadeTnyecKnili KeTOAMI03

JAnadernyeckuii keroaunao3 (JIKA) — octpoe ocnoxkuenue CJ] 1 Tumna, B ocCHOBE
KOTOPOTO JISKHUT a0COIOTHASI HEJOCTATOYHOCTh MHCYJIMHA, IPUBOASAIIAS K PA3BUTHIO
rpyObIX META0OIUYECKUX HAPYIICHHUH - METa00JIMYECKOMY allua03y,
neruaparanuu, runokanueMuu. JIKA — ocHoBHast mpuurHa CMEPTHOCTH U
WHBaNMau3anuu aereu, crpagaromux C/ 1 tuna. ITo maHHEIM MUPOBOI JTUTEPATYPHI,
gactota Mmanudectanuu CJI 1 Tuna B coctostnuu KA Bapeupyet ot 20 10 80%, a
JETANBHOCTh MOXKET tocturath 0,5%. Hanbonee kpuTHIHBI 3TH QP y IETEH,
3abonesmux CJ[ 1 Tuma B muamamiem Bo3pacte (ot 50 10 80%), MOCKOIBKY

Ha4aJIbHBIC KIIMHUYCCKUC ITPOSABIICHUSA )II/Ia6CTa (HOHI/IypI/IH, MMOJIMAUIICHUS, TTIOTCPS
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Macchl Tesia Ha (hOHE TOBBIIIEHHOTO alMeTUTa) B 3TOM BO3pacTe MPOTEKAIOT 0T
Mackamu apyrux 3abosieBanuii. OCHOBHAs mpuynHa jeTaibHOCTH oT JIKA — oTEK
TOJIOBHOT'O MO3ra, KOTOPBIM Pa3BUBAETCS, KaK IIPABUJIO, BCIEACTBUE MPOBEICHUS
HeaJlekBaTHOW nHTeHCuBHOU Tepanuu (1T).

Ipuyunamu pazsutusa KA aBiasworcs:

1. Tlo3ausiss aumarHoctuka BrepBble BbigBiIeHHOro CJI 1 Tuma - mno3aHee
oOpailleHHEe  poJaUTeNied 33  MEOUIMUHCKOM  TMOMOIIBIO;  OTCYTCTBHE
«11abeTUYECKON» HACTOPOKEHHOCTH Yy meauaTpoB, Bpaueil OBII na sTame
JUAarHOCTUKH; HE3HAHUE CUMIITOMOB U KpuTepueB auarHoctuku CJ 1 Tuma;
OTCYTCTBHE Ha MECTaxX 3KCIPECC-METOIOB JJisl ONPEIECICHHUs caxapa KpOBHU
(TTTIIOKOMETPHBI); OTCTPOUYCHHOE TOJYyYEHHE PE3yJIbTaTOB ONpEEICHHs caxapa
KpOBH, JIa0OpaTOpPHbIE OIINOKH;

2. OTcyTCTBHUE aICKBATHOM KOPPEKINU 103bl HHCYNIMHA OosibHbIMU CJ] 1 Tuma B
CTPECCOBBIX CHUTyalMsiX (OCTpble WM XPOHUYECKHE HWHTEPKYpPEHTHBIC
3a00JIeBaHUs1, TPAaBMbI, XUPYPIrUUECKUE BMEIIATEIbCTBA);

3. OmmbKku B yrpaBieHUU AMAO0ETOM — HAPYIICHUSI CPOKOB XPAHEHUSI, TEXHUKH
U PEXKUMOB BBEJICHUSI MHCYJIMHA, HEMCIPABHOCTH TJIFOKOMETPOB UJIM IITIPHUIL-
pYYEK,  HECBOEBPEMEHHAs  3aM€Ha  pPacXOJHbIX  MaTepuajoB  IpHU
UCIIOJIb30BaHUM WHCYJIMHOBBIX IIOMII, HapyLICHHWS IUEThbl, OTCYTCTBUE WIH
HEaJICKBAaTHOE TMPOBEJACHUE CAMOKOHTPOJIS, CYUIMJAJIbHBIC TOMbBITKH,
COIIMAJIbHBIE TIPOOJIEMBI.

Kinnnko-narorenernyeckue acnektbl pazsutus AKA. Coueranue abcoa0THOTO
neduiTa MHCYJIMHA U BBICOKOTO YPOBHS KOHTPUHCYJISIPHBIX TOPMOHOB (KOPTH30J1a,
TJIIOKaroHa, aapenanuna, Hopaapenanuna, CTI u aqpyrux daktopoB (CXKK) Beget k
CHIDKCHHMIO YTUJIM3AIMM TJIIOKO3bl TepudepuyecKuMU OpraHamMM W TKaHSIMU
(>kupoBasi ¥ MBIIIEYHAs) U K MOBBIIICHUIO CUHTE3a U CEKPEIUU SHIOTC€HHOM TITI0KO3bI
MEYEHBIO (TJIFOKOHEOTeHE3, TJIMKOTE€HOJIN3), UTO MPUBOJIUT K PA3BUTHIO XPOHUYUECKOUL
cunepenukemuu. llpu Hapacratomed runeprivkemMun (Boime 9-10 mmonb/in) u

OCMOJBIPHOCTHU  IJIa3MblI  PA3BUBACTCA  2NIOKO3ypus U Rnojauypusa — HepBBIfI
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kinHryeckuii cumntom C/[. B oTBeT Ha monMypui0 KOMIIEHCATOPHO Pa3BUBAETCS
noauduncus. Jlanee pa3BuBaeTCs U NPOTPECCUPYET NETUAPATALNS U MOTEPs KaJusl.
Ha ¢one nedunmra wuHCYyIMHAa CHUXACTCS M TOCTYIUICHUS Kajlusi B KIETKU
(TUTTOKAJIUTUCTHS), YTO KIMHAYECKH MOXET TIPOSIBISITBCSA O0OMmeld cIadoCThio,
apuUTMHEH, TUNOTOHWEW KuIlleyHUKAa (MeTeopusM, 3amnopsl). [lpu orTcyrcTBUM
aJIeKBaTHOTO MOCTYIUICHUS TJIIOKO3bl (OCHOBHOM SHEPreTUYECKUl cyOCTparT) BHYTPb
KJIIETOK pPa3BUBAETCS YYBCTBO TOJOJAa U HOGblUEHUE annemuma, a TaKKe
AKTUBUPYIOTCSI TPOLIECCHl AJIbTEPHATUBHOIO MOJIYYEHUSI SHEPTrUU — pachaj >Kupa
(umosiu3) U OENKOB, UTO KIMHUYECKHU MPOSBISIETCS nomepell eeca. 3arycKaeTcs
npoiecc 00pa3oBaHMsI KETOHOBBIX Tel (AlEeTOH, aleTOYKCyCHas KHUCIoTa U [3-
OKCHMACJIsIHAas KHCJIOTa) C Pa3BUTHEM KCTOHEMHMH U KETOHYPHH (CTaaMsl KeTo03a),
MIpU KOTOPBIX 00s13atenibHbie cuMnToMbl Cl (noauypus, noauduncus, nomepsa eeca
Ha )oHe HOPMANIBbHO20 UNU NOBLIUIEHHO20 ANNEMUmMA), KaKk NPaBUJIO, YXOIAT Ha
BTOPOU ILIAH.

Ha cragum Kkero3a CHIDKACTCS AalIeTUT, MOSBISETCS TOUIHOTA W MPU3HAKU
MHTOKCUKAaMu. IIpy  HECBOEBPEMEHHOW JMAarHOCTUKE HA JTOM  CTaJuu,
MIPOTrPECCUBHOE OOpa30BaHWE KETOHOB MPUBOAMUT K PA3BUTHIO MeTA00JIMYECKOro
alnua03a, KIMHUYECKUE MPOSIBICHUS KOTOPOTO OOYCIIOBJICHBI alliI030M Pa3TMUHbIX
obosouek (OpromuHbl, miIeBpsl, MeHUHTHANbHbIX), [[THC u npixarensHOTO 1IEHTpA,
CKPBIBASICh TOJ] «MacKaMu» Pa3JIMYHBIX COCTOSHHM, TpeOyIOMMUX MPOBEICHUS
muddepeHnranTbHON TUarHOCTHKY.

Jlabopamopnwie kpumepuu ouaznocmuxu /IKA.

1. YpoBeHnb riiwko3sbl kpoBu >11,1 MmMoub/i1 (He3aBUCMMO OT oOpaslia KpOBH U
BPEMEHU €ro B3ATHA) WIM paHee ycTaHoBieHHbIM nuarHo3 CJI 1 Ttuna (ypoBeHb
[IFOKO3BI y manuenTa co ctaxeM C/[ 1 Tuma MoxeT ObITh HMXKE YKa3aHHOTO, B CBSI3U
MOCTAHOBKOM WHBEKIIUM WHCYIMHA JIMOO HEIOCTATOYHBIM  TMOTPeOJICHUEM
YTJIEBOJOB).

2. KOC kpoBu: pH<7,3 u BE<-10.

3. KeToHemusi u/ujiu KeTOHypHSl.
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Knaccugurayus JJKA no cmenenu msascecmu:

1. IKA-1 (nerkoii crenenn) mipu pH: 7,29-7,20

2. 1KA-2 (cpenneti crenienn) npu pH: 7,19-7,10

3. IKA-3 (tspxenoit crenienn) npu pH: <7,10
[IprHIMIIBI HHTEHCUBHOW TEpPANKK HE 3aBUCAT OT CTENEeHU TshkecTH KA.
B cnydae BoisiBieHus KeToHypuun/keTonemun y nanuenta ¢ CJ[ 1 tuna npu pH kpoBu
>7,3 (cragus KeTo3a) TMpOBEACHUE HWHTEHCUBHOM Tepanmuu HE Tpedyercs.
Ha3nauarorcsi uHCYyNIMHOTEpanusi M0 UHTEHCU(PUIMPOBAHHOU cxeMe (ITOJKOKHO) U
nH()Y3HMOHHAS Tepamnus MPU HEOOXOIUMOCTH KOPPEKITUH ACTUAPATAIIAH.
Cocrosinus, Tpedywmme 1uddepenunanbHoit tuarnoctuku ¢ AKA:
1. Knunuyeckue mnposiBneHus-«mackum» JIKA, o0ycioBieHHble MeTabOIHMYEeCKUM
alyI030M OpIOIIUHBI, TUJIEBPHI, MEHUHTUANbHBIX 000ouek, [[HC, npixaTenbHOrO
LEHTpa!
a) «OCTPBIH JKUBOT» - «1+» CUMIITOMBI pa3ipakeHusi OPIOIINHBI, TOITHOTA, PBOTA;
0) MHEBMOHHSI C JIbIXaTE€JIbHOM HEJIOCTATOYHOCTHIO; OpOHXO0-00CTPYKTUBHBIN
CUHIPOM; OCTPBIA JapUHTOTpaxeuT» (Oojbllika, nbixanue Kyccmayns, Gonu mpu
TIBIXaHUH ),
B) «MEHUHTHT» («+» CUMIITOMBI HATsHKEHHUSI, pBOTA, OOJIM B TOJIOBE);
) «OCTpasi KHIIeUHas HWHQEKIUI», «OCTPhIA TacTpO3HTEpUT» (TOIIHOTA, PBOTA,
00€3BOKHMBaHUE, HAPYILICHUE CO3HAHMUS);
1) Bce (!) HEOTIIOKHBIE COCTOSIHUS Y JIETe MiIaliero Bo3pacra (10 4 ner).
[Tpu Bcex BhIIENEPEUUCTIEHHBIX COCTOSIHUSX HEOOXOIUMO IKCHPEHHOe onpeoeieHue
2NIIOKO3bl Kpo&u IKCNpecc-memooom (unu enroxomempom)! B ciiyyae
BBISIBIICHUS enuxkemuu >11,1 mmonv/n, ycranaBnuBaeTcsi quarno3: CaxapHsiii guaber,
1 Tum, BnepBbIe BBISBICHHBIN B cocTosiHMA JIKA.
2. CUHIpPOM IUKINYECKUX alleTOHEMUYECKUX PBOT.
OpHOii W3 TPUYMH, C KOTOPHIMH HY)XHO TMPOBOAUTH JUDEepeHITHATbHYIO
muarHoctuky JKA 'y nmerer B BO3pacte 2-6 JET, ABISETCA CHUHIAPOM

OUKINYCCKUX AICTOHCMHUYCCKHUX PBOT, B OCHOBC KOTOPOIro IJICKKUT HCE3PLCIOCTh
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MEYECHOYHBIX (DEPMEHTOB, yU4aCTBYIOIINX B MPOIIECCax CUHTE3a rMKoreHa. Kpurepun
JTUArHOCTUKU: 1) Hanuuue xemownypuu, 3amaxa alueToHa B BbIABIXaEMOM BO3JyXe€; 2)
OCTpOE pa3BUTHE KIMHUYECKUX MPOsiBIEHUN MeTabonnueckoro ketoanuao3a (KOC
kpoBu: pH<7,3; BE< -10) Ha (oHE MHTEPKYppEHTHBIX 3a00JICBAaHHI M CHUKCHUS
NOTpeOJICHHS TPOYKTOB, COIEPKAIINX YIIIeBOIbI (Ha 2-3 eHb OT Havyayia 00JIe3HN);
3) orcyrcTBHe 00s3aTenbHBIX cumnToMoB CJI 1 Tuma (monmypuu, MOTHIUIICHH,
MOTepU MacChl Tela Ha (OHE TMOBBIINIEHHOTO AamIeTUTa) B MPEAIIECCTBYIONTUE
3a00JIeBaHUIO JHHU, Heaend; 4) ypoBeHb caxapa kpou <lI1,1 mmouns/n! Kiuauko-
nabopaTOpHBIE TPOSBICHHUS HEAMAOETHUUECKOTO KETOAIHI03a TOCTaTOUYHO OBICTPO
KynupyroTcs Ha ¢poHe uHdpy3uu 5-10% pacTBOPOB IIFOKO3HI.

3. CrpeccoBas runepriaukemus (CI') - 3To yaboparopHasi Haxojika, ornpejesemMas
KaK TIOBBIIICHUE YPOBHSA caxapa Kposu >1,8 Mmonv/n1'y TAlMEeHTOB, HAXOISIIAXCS
B OCIMPO pAa38UBUEMCS KPUMUYECKOM COCMOSHUU - HAPYIICHHE CO3HAHMS, IIOK
moboro rene3a, UMT u np., 6e3 Hanuuua oba3amenbHbIX KIUHUYECKUX NPUIHAKOS,
xapakmepuuolx 051 manugecmayuu ouabema unu CJ] 6 anammeze. lloBbIlieHUE
YPOBHS TJIFOKO3bI B KPOBU Ha (DOHE CTPECCOBBIX COCTOSIHUN OOYCIOBIEHO BHIOPOCOM
B KPOBb KOHTPUHCYJIIPHBIX TOPMOHOB (aJpeHaINH, HOPAJPEHAIIMH, TOPMOH POCTa,
KOPTHU30J1), KOTOPhIE PACIICIUISIOT 3amachl TNIMKOT€HA B OpPTraHu3Me, CIOCOOCTBYIOT
MOBBIIICHUIO YPOBHS DHJIOTCHHOM TJIIOKO3bl B KPOBU U MPEMSATCTBYIOT aJICKBATHOMY
NEUCTBUIO WHCYJIMHA o YTUIU3ALUU TJTFOKO3bI TKaHIMHU
(MHCYJIMHOPE3UCTEHTHOCTD ).

[Ipu  BoisABieHUU etukemuu  >11,1 mmonv/ny peOeHKa, HaxoOHAsSIIEMCS B
KPUTUYECKOM  COCTOSIHUM, B  TIEPBYIO  O4Yepellb, HEOOXOJIUMO UCKIHOUUMD
manugecmayuro  C/[ 1 muna! Ilokazana cpounas KOHCYTbmMayusi OemcKo20
sHookpunonoea. Daxmuuecku CI a6naemcs ouacHo3om uckirodenus!

Kpumepusmu nuarnoctuxku CI' sBisitoTCs:

1) raukemus >7,8 MMOJIB/II;

2) mo00e 0CTPO pa3BUBIICECS KPUTHUECKOE COCTOSIHUE,
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3) orcyrcTBHEe 00s3arenbHBIX cuMnToMOB CJ[ 1 Tuna (monmypwu, ITOTHIUATICUH,
MOTEepU Macchl Teina Ha (POHE TMOBBIIICHHOTO AammeTUTa) B MPEAIIECTBYIONTNE
3a0oneBaHuto  JOHUA, Hemenu  wim orcyrctBue  CJ[ B aHaMHese,
4) OTCYTCTBHE KETOHYPHUHN/KETOHEMUH,

5) CHIKCHHE W/WIM HOPMaJM3allisl YPOBHS TIJIMKEeMHUHM Ha (GoHEe HH(DY3UOHHOM
Tepanuu 6e3 NPUMEHEHUS! UHCYJINHA;

6) ypoBeHb MIHKHUpoBaHHOTO remorioonHa HDAL1Cc<6,5% (B COMHUTEIBHBIX CITydasx
— 110 HA3HAYEHUIO YHJIOKPUHOJIOra).

[Ipu BeIIBaeHUU CI' HEOOXOAMMO O00ECTICYHTHh JIAOOPATOPHBIA KOHTPOJIb
YPOBHSI TJIMKEMUHU C MEPUOJMYHOCTBIO 1 pa3 B 2 yaca Ha (oHE MNPOBEACHUS
WHTEHCUBHOW TEpanuy KOHKPETHOTO KPUTHYECKOTO COCTOSIHUS 0e3 npuMeHeHus
uncyauna. B cnyvae eunepznukemuu >11,1 mmonwv/n, coxpansioweiicsi 6 medeHue
4-6 uacoe npoeedenus UHMEHCUBHOI mepanuu, HeOOXOAUMO MPOKOHCYJIBTUPOBAThH
00JIBHOTO C 0emcKuUM 3IHOOKPUHOI020M (HA MECTE€ WIM 1O Tele(oHy) ¢ LENblo
pELIeHUs] BOIpPOCA O KOPPEKUUU Cmpeccogoil cunepiukemuu uHcyaunom. B
cilydae TMPUHATUS PEIICHHUS O Ha3HAYCHUW BHYTPUBEHHOW WHCYJTWHOTEPAIMH IS
koppekiuu  CI'  (0,025-0,05 EJ[I/kr/gac), uenecooOpa3sHO MPUIEPKUBATHCS
0e30macHOro uana3oHa riroKo3bl KpOBU - 5—8 MMOJIb/II.

IMopsinoxk rocnuraausanuu aerei ¢ KA.

1. Oman CMII. Bo scex cnyuasax obszamenvro (!) onpedenenue yposHs enroko3vl ¢
nomowwvio entokomempa. llpu  BeISIBICHUU eauxemuu =1 1,1 Mmonv/1, HEOTIIOKHAS
TOCTIMTAJIU3ANMS B CTAIIMOHAP TI0 MECTY KUTEIIbCTBA.

MaHUTyJISIUK: yCTaHOBKA Tepr(eprdecKoro BEHO3HOTO KaTeTepa.

Nudy3nonnass Tepanus Ha 9Tare TPAHCHOPTUPOBKA HEOOXOAMMa TOJBKO IMPHU
HEBO3MOKHOCTH DHTEPAJTLHOTO MUTAHUS, WIA JUIMTCIBHOCTh TPaHCIOPTHPOBKHU
oonee 1 yaca. Undysuonnas cpena: 0,9% pactBop Hatpus xaopuaa (0,9% NaCl).
CkopocTh MH(]Y3UH B 3aBUCUMOCTH OT Bo3pacTta: 1) 1-4 roxa - 50 mur/gac; 2) 5-9 net
- 75 mn/4gac; 2) crapuie 10 net - 100 mi/gac.

2. Oman npuemHo2o omoeenus.
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Onpenenenre TIIIOKO3BI CHIBOPOTKH KPOBU (TIOJATBEPKIACHUE TUIEPTIIMKEMUN) U
KOC xpoBu 3kcnpecc-mMeroaoMm: npu pH>7,3 — rocnutanusanuss B COMaTUYECKOE
OT/ICJICHHE JJIsl Hadayia MHCYJIMHOTepanuu; npu pH<7,3 — oTAceHne peaHuMaIiu 1
VHTEHCUBHOW TEPAMUHU.

NHTEHCUBHYIO Tepanuio MpeArnoYTUTEIbHEE MPOBOAUTL B OTICICHHUAX, UMEIOIINX
JOCTaTOYHBIM ombIT JieueHus JIKA y nerel m TeXHUUYECKHE BO3MOXKHOCTH JIJIs
MOHUTOPHUHTA >KU3HEHHO BAXHbIX (DYHKIUU, 0013amenvHbIM YCl08UEM S6TISAEeCsl
onpedenenue KOC. B ToMm ciydae, eciu reorpaduyeckiue OrpaHUYCHHUS] TPEOyIOT
TOCTIMTAIIM3AINKM ¥ Havajia JIeYeHUs peOCHKa M0 MECTy >KHTEIIbCTBA, HEOOXOIUMO
OpraHU30BaTh TEICPOHHYIO CBSA3b C BpadyoM, 00JaqaroNuM SKCIIEPTHBIMIA 3HAHUSMH
B oOnactu JIKA.

3. Oman OPUT.

OO6cnenoBanre ¥ MAaHUITYJISIITUN TIPU TTOCTYTUICHUU:

1) ypoeenv zniokosvl 6 060mM o00pazuye Kpoeu (B NCIHHOM KaMWUIAPHOW WIIN
BEHO3HOW KPOBH OKCIPECC-METOJOM; B IJIa3ME€ BEHO3HOHW KPOBH — IMPOOWpPKa ¢
dTopuIOM HATpHUs; MPU HEBO3MOXKHOCTH ONpENETICHUs B JIabopatopuu — C
MTOMOIIBIO TJIIOKOMETPA);

2) Kucnommuo-ocnognoe cocmosnue kposu (KOC) u 2azer kpoeu - pH, pCO2,
BE, nakrar — Hanboee 3HAYMMBI JJ1s1 OLIeHKH TshkecTH JIKA;

3) yposenv Kemomnoe 6 moue u/unu 6 Kposu (HCOOXOIUMO TIOMHHTH, YTO
MIPUMEHSEMbIE TECT-TIOJIOCKHA C Ka4eCTBEHHOM peakiuell Ha KETOHOBBIC TEJIa B MOYE
pearupyoT B OCHOBHOM Ha COJACp)KaHWE aIleTOHa, B MCHBIICH CTENCHW Ha
alleTOYKCYCHYIO ~ KHCIIOTY, W  HE  pearnpyloT Ha  Hajauyue  Oera-
OKCHUMACTISIHHOM KUCTIOTBI, KOTOpasi WrpaeT KIIOUYEBYID pOJb B  Pa3BUTHU
MEeTa0O0JIMYECKOTO KETOAIN/103a, TAKUM 00pa30oM, KaueCTBEHHAsT PEaKIus Ha KETOHBI
MOYH MOXET HE KOPPEIUPOBATH C THKECTHIO alH1032);

4) Ouoxumuueckuil ananu3z Kpoeu: TIIOKO3a, KaIWH, HATPUM, KaJIBIUH, OOIIIHIA
Oellok,  TpaHcaMHMHa3bl,  OWIMPYOMH,  KpEaTUHUH,  MOYEBHUHA,  aibda-

aMuiiaza (BO3MOYKHO TPAH3UTOPHOE YMEPEHHOE MOBBIIIEHUE TPAHCAMUHA3, AMUJIA3bI;
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MOBBIIIEHNE KPEATUHUHA — MOXKET YKa3blBaTh HA TPAH3UTOPHYIO «IIPEPEHATBHYIO»
MOYEYHYI0 HEJJOCTATOYHOCTh, BRI3BAHHYIO TUIIOBOJIEMUEH );

5) oowuii ananuz kpoeu (s JIKA xapakrepeH yMepEHHbBIH JIEHKOIUTO3 (110
15x10% Ges capura hopMyIibl, MOKET GbITH MOBBINICHHE BCEX MOKA3aTeNe 3a cyer
CTYIICHUS KPOBH);

6) 00wl ananu3 movu,

7) KT

8) 0030pnasa penmezenozpagusa zpyoHoil Kiemku — 10 NOKa3aHUSM;

9) Y3H enympennux opzanoe — 1o noka3aHusm;

10) ycmanoeka nepugepuueckozo 6eH03H020 Kamemepa, TP HEBO3MOKHOCTH —
LIEHTPAJIbHOIO0 BEHO3HOI'O KaTeTepa.

11) pemienue Bompoca 0 HEOOXOIMMOCTH Havalia TPOBEICHUSI KUCI0POOOmepanuu u
pecnupamopHoil NOO0EPIHCKU.

MOHHMTOPHUHT OCHOBHBIX JIA00PATOPHBIX MMOKA3aTeJIeil:

1) enukemuu - ¢ TOMOULIBIO TIIIOKOMETPA Yy MOCTENH OOJIBHOIO; MPEAINOYTUTEIbHEES
HCIIOJIB30BaTh MHOIOMOJIB30BATEIbCKYI0 MOPTATUBHYIO CHCTEMY I KOHTPOJS
YPOBHSI TJIIOKO3bI B KpPOBHM B TOCHUTAIBHBIX YCIOBUSIX: Kaxkable 2 Yaca 0
JUKBUJAIMK ~ META0OJMYECKOTO  alua03a  W/HWIA KETOHYPHUH (€IUHCTBEHHBIN
napameTp, 1Mo KOTOPOMY KOPPEKTUPYETCSI CKOPOCTh BBEJICHUSI UHCYJIMHA);

2) KOC Kpoeu:. KOHTPOJIb 4epe3 6 4YacoB TEpaluM, a 3aTeM KaxIple 3 yaca A0
HopMmanmzauu pH; Bo3MoxeH 0osiee 4acThlii KOHTPOJb C YYETOM TSKECTH, & TaKKe
B clly4yae MPUMEHEHHUs THApOKapOOHaTa HaTpus,

3) kemonypus - B KaKIOW TOPIMH MOYH, a TIOCIC WCYC3HOBEHUS - B 2-X
MOCEAYIOUIUX TOPLHUSIX;

4) ouoxumus Kpoeu - Kaauil, Hampui, (OCTaTbHBIC IOKA3aTeNM — IO
MOKa3aHUsIM) KOHTPOJIUPYIOTCS KaXK/ple 6 4acoB Tepanuu 10 OKOHYAHUS WHDY3UH U
HOpPMAaJIM3AIMK TIOKa3aTese; KOHTPOJb YPOBHS TIIIOKO3bl BEHO3HOW KpOBU Ha (hOHE

MH(}Y3MOHHOM Tepanuu HeMH(POPMATUBEH;
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MOHUTOPUHT OcHoeHbIX nokazameneil xncuznedeamenvnocmu (YCC, YA, A/l
OKT', Temniepatypa Tena, IOYacOBOW AUYype3 U Ap.) MPOBOAUTCSA KaxJple 3 daca Ha
(dhoHe poBe/IeHNU UHTEHCUBHOM Tepamnuu.

HNurencuBHas tepanus KA.

3aoauu unmencuenou mepanuu J{KA:

1) kynupoBaHue METaOOIUYECKOTO AIU034;

2) peruapaTarus;

3) KOppeKIus AIEKTPOTUTHBIX HAPYIIEHUN (TUTIOKAIUEMHUH );

4) mpodunakTuka pa3BUTHUS OCTIOKHEHUH (ITOJMOPTaHHON HETOCTATOYHOCTH).
Kpamkoe obocnosanue umumencusnou mepanuu /{KA. EQUHCTBEHHBIM IyCKOBBIM
(aKTOpOM CJIOKHOTO Kackajia OMOXMMHUYECKUX W TOPMOHAIBHBIX CABUTOB TIPH
pazeutuun  JIKA nmpu CH 1 Ttuna saBasiercsa abcomomusiii  Oedhuyum
uncynuna. Keroauuaos, JNeruaparamus, TMIOKAINeMUs - BCETO JUITh
MeTab0IMYECKUe MOCHEACTBUS JUIMTEIbHOM WHCYJIMHOBOW HEAOCTATOYHOCTH MU
BBIPQKEHHOI'O HHEPIeTUYECKOI0 TOJIOAaHUsA. B 3TOW CBS3M, OCHOBHOM LIEJIBIO

TCpaluu HKA ABIACTCA niaeHoE, aoeksammoe HACblUEeHUe Op2aHusma UHCYJIUROM C

hapaiiejlbHbiM noddemfcaﬂuejw ONMUMAILHOU O/isl_«e20 l?a60mbl)) KOHueHmpauuezZ

2JAIOKO3bl 6 Kpoeu, KOTOpad ABJIACTCA OCHOBHBIM OQHCPICTUIYCCKUM

cyoctpatoMm. ToIbKO TpU  MapeHTEPATbHOM BBEJACHHH PACTBOPOB  TIIFOKO3BI

JIOCTUTAETCSl JOCTAaTOUYHAs KOHILIEHTPALMS BHYTPUKIECTOYHOM TJIIOKO3bI, KOTOpas

BEJIET K TOPMOXKECHHUIO BBIPAOOTKH KOHTPUHCYJISIPHBIX TOPMOHOB — TJIFOKaroHa -

OCHOBHOTO  TpUITEpA KETOT€HE3a,  IJIIOKOKOPTUKOWIOB,  TOPMOHA  pOCTa,

HOpaJIpeHaIMHA, aJpEeHalMHA W Jp., UTPAIOIIMX OCHOBHYIO pOJb B IIpolieccax

0o0pa3oBaHMsI HIOTEHHOM TIIFOKO3bI H KETOTEeHE3a.

NurencuBnas tepanus IKA npeamosiaraer nposeaeHue:

1) uncyrunomepanuu:. icnoab3yeTcs TOJABKO HHCYJIMH ~ KOPOTKOTO  JICHCTBHS
("AxTtpanun"). UacynuH pa3zBoautcsi B ¢usnongorudeckoM pactBope (B 20 umu 50

MJ), BBOAMUTCS BHYTPUBEHHO, MUKPOCTPYITHO U€pe3 J103aTOp JIEKapCTBEHHBIX
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BemeCTB. B pacTBOpBl TIOKO3BI HMHCYJIMH HE J00aBiseTcs. 3ampemaercs
BHYTPHBEHHOE CTPYIHOE BBEJCHUE MHCYINHA!
- OnTtumanbHas CKOPOCTb CHIDKEHMsI Tiukemuu: 1-2 mmons/n B 4ac. bonee
BBIPAKCHHOE CHWKEHUE YPOBHS TJIMKEMHUHU CO3MA€T MPEANOCBUIKH IS Pa3BUTHSA
oTeka mo3ral
- OnTumanbHbId (Oe30macHbIi) ypoBeHb riukemun Ha ¢oHe nedenus JIKA: 10-
15 mmons/n. Hopmanu3zamust ypoBHs Tiukemud (4-8 MMOIIB/JT) HE SIBJISIETCSL TEINBIO
MHTeHCHMBHOM Tepanuu JIKA!
- CraproBas no3a (ckopocts): 0,1 EJI/xr/4ac.
Koppekius 10361 HHCYIMHA TIPOBOAUTCS HA OCHOBAHUH JTUHAMUKH YPOBHS TJINKEMUHU
3a 2-4acOBOW MHTEPBAI MEXKy U3MEPEHUSIMU:

a) TpU TOBBIIICHUU WIHM CHUXEHUU TJIUKEMUU MeHee 4eM Ha 5 mMmov/n,
CKOPOCTb HE MEHSIETCS;

0) ©pu TOBBIIEHUU TIUKEMUU Oolee uemM Ha 5 mmonv/n - yBEIUUYUTH
ckopocTth a0 0,15 E/I/kr/4ac;

B) MPU CHIKCHHUM TJIMKEMHU Oo/1ee uem Ha 5 mmonwv/n Ha doHe uHbpy3un 5%
pacTBOpa TJIIOKO3BI-CMCHHTH pPacTBOp Ha Oojiee KoOHIEHTpUpoBaHHBIH (10%
TJII0K03a), a TPU AHAJOTUYHOM CHIDKeHHHM TymkemMun Ha ¢ore 10% pactBopa
TJIFOKO3bI, YMEHBIIIUTh CKOPOCTH BBeeHus nucynmuna 1o 0,075-0,05 EJl/kr/gac;

I') HE JIOMYCKAEeTCs TOJIHOE MPEKpalleHne BHYTPUBEHHON WH(Y3UHU WHCYJIMHA 10
JTUKBHUAAIINA METa00INYECKOT0 anuao3a (Munumanvhuasn oosza: 0,025 E/l/ke/uac);

1) mpu HOpManmu3anuu pH W/HMiM MCYE3HOBEHWHW KETOHOB B MOYE, ITAlUCHT
MEPEBONTCS Ha TIOJIKOXKHBIC WHBECKIIMM WHCYNHHA (M0 CTaHJAPTHBIM CXeMaM), a
BHYTPHMBEHHOE BBEICHUE UHCYJINHA ITpekpainaercs yepes 30-40 MUHyYT nociie nepBoi
MMOJIKOKHOW WHBHEKIINU.

2) ungy3uonnoit mepanuu: NIPOBOAWTCA 1O HOpManm3ammu pH  w/mim
MCYE3HOBCHUS KETOHYpHH. HerenecooOpa3Ho paccUMThIBATh CYTOYHBIA OO0BEM
WHOY3MOHHON TEpanuu, ITOCKOJIBKY KYIHPOBaHHE KETOAIUA03a IIPOUCXOIUT B

Pa3HbIC CPOKHU B 3aBUCHUMOCTH OT €TI0 TAXKCCTH.
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OcHogHotl napamemp: CKOpocms UH@y3uu 6 3a8ucumocmu om eo3pacma: a0 1 roaa -
30 mu/gac; 1-4 roma - 50 mn/gac;, 5-9 ner -75 wmn/gac; crapme 10 mer -100
Mi1/dac. YKa3aHHYI0 CKOPOCTh HEOOXOAMMO TMOJICPKUBATh HAa MPOTSIKEHUU BCEH
Tepanmuu, 3a WCKIIOYCHUEM PEIKHX CIIy4acB THIOBOJEMUYECKOTO MIOKA TpHU
MOCTYIUJIEHUU - CKOPOCTh BBeJleHus: 5-10 mu/kr/gac.

Cmapmosyvlii  pacmeop 6600UMCs 8 meueHue nepevlx 2 Yacos UH@y3uu ¢
8bIUUEYKA3AHHOU CKOPOCMBIO:

- ipu riiukemun >20 mmonwn/n — 0,9% pactBop NacCl;

- ipu TiiukemMun <20 mmov/1 — 5% pacTBOP TITIOKO3BI O€3 MTPenapaToB KaJvsl.
Taxum o6pa3om, Bo3pacTHOI 00beM MH(Y3UH 3a 2 "aca coctaBiseT: A0 1 roga - 70
Mmi; 1-4 roga - 100 mut; 5-9 ner - 150 mut; crapie 10 jet - 200 mot.

OcHoenvle un@y3uonnvle pacmeopwvi: 1) 5% pactBop riawoko3sl 200 ma + 4%
pactBopa xsopuaa kanus 20 mi; 2) 10% pactBop rimoko3sl 200 M + 4% pactBopa
xyopuaa kamust 20 Mt (mMoocHo eapwvuposams Koauvecmso 4% pacmeopa xaiopuoa
kanus om 10 0o 30 mn na 200 mn 2moKko3vl 6 3a8UCUMOCTU OM YPOBHS KAUS).
BBenenue pacTBOpoB, coJiep)KalllUuX KaJluii, OMpaBIaHO MPU YCIOBUU HOJIYYEHHO20
(3a00KyMenmuposanHo2o) ouypeza WM ypoBHE Kaausa <53 mmoawv/n.Jlotanus
MpenaparoB Kajausi B MepBbie Yachl MHOY3UH HEOOXOJMMa B CBSI3M C €r0 OBICTPHIM
Mepexo/OM BHYTPb KJIETKH Ha (OHE JOCTATOYHOM KOHIICHTPAIIMM WHCYJIMHA U
MTOCJICTYIOIITUM Pa3BUTHEM THTTOKATUEMUH.

Bormpoc o cMeHe 0a3uCHBIX PacTBOPOB PEIIACTCS Kaxycovle 2 uaca Tepanuu Tocie
KOHTPOJISI YPOBHS TJTFOKO3BI B 3aBUCUMOCTH OT TUHAMUKH TIIUKEMHH (CM. Bblilie).
Koppexyusi  ypoena  nampus: IpOBOAUTCS B  PEOKUX  CIydasX  pPa3BUTHSA
TUNIEPOCMOJISIPHOCTH  (8HepeHalbHble nomepu), COMPOBOKIAIONIUXCS  Pa3BUTHEM
TUIIEpHATPUEMUHN, TpeOyeTcsl KOppeKuus ToJbKo 5% pacTBOPOM  TIIFOKO3bI
(cunomonuueckuii pacmeop). llopaBnsromias yacth nanueHToB ¢ JIKA wumeer
HOPMAJIbHBIN WJTU TIOBBIIICHHBIH YPOBEHb CHIBOPOTOYHOTO HATPHSI, 9YTO 0OYCIOBICHO
KOMITCHCATOPHBIM THIIEPATBIOCTCPOHU3MOM C YCHIICHHEM peadcopOIyu HaTpHs B

orBeT Ha runoBosiemuto. Ilo wmepe BocnonHenus OILIK wu kynupoBaHus
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OCMOTHYECKOIO AUYpEe3a, YPOBEHb alIbJOCTEPOHA HOPMAIU3YETCS, CTA0MIN3UPYETCS
TpancmeMOpanHbiii Na-K 0OMeH U JIOTOTHUTENIBHOTO BBEJCHUSI HATPUS OOBIYHO HE
TpedyeTcs.

Beeoenue cuopoxapbonama  Hampus  npOMUBONOKA3AHO 6  NOOAGHIOUEM

bonbuuHCmee C]lVllde&, B BHUAC HCKIIIOUCHHA, BOIIPOC O €TI0 HASHAYCHHUHU MOKHO

paccMOTpeTb B Clydae TSKEJIOro MeTaboJIMYeCcKOro (Kemowusl+iakmam) Ui
CMEUIaHHOr0 auua03a moJasvko npu pH<7,0! B ciydae npUHATHS MOJOKUTEIBHOTO
pelieHus, 1e1ecoo0pa3Ho MPUACPKUBATHCS CIEAYIOLIEro pacyeTra M crocoba
BBEJICHUS: OOHOKPAMHO, GHYMPUBEHHO Mukpocmpyino uepez [JIB, 4% pacmeop
euopokapoonama nampus, 1 mi/ke/dac.

3)  cumnmomamuueckoi mepanuu. N0 TOKA3aHHUSM, JICUCHHE COIYTCTBYFOIIHX
3a00JIEBAaHUM;

4)  pecnupamoproil nO00EPIHCKU. N0 _ B03MONCHOCMU _cledyem uzbe2amb

unmybayuu mpaxeu! Peliienre o Havane IPOBEICHUS PECIIUPATOPHOM MOJICPKKH B

KaKJIOM KOHKPETHOM CJIy4ae MPUHUMAETCS UHIUBUTyaJIbHO!

EauHCTBEHHBIM aOCOJIOTHBIM TOKa3aHUEM JUIsi MHTYOAluu Tpaxeu U IepeBoja
pebenka Ha VIBJI mpu moctymsieHuu siBasieTCS HapylleHue co3HaHus (<8 0asioB 1o
IKT)!

JIOTIOTHUTENBHBIMUA KPUTEPUSIMHU JUIsI TIPUHATHUSL PEIICHUS 0 nepesode pebeHKa Ha
UBJI na gpone npogedenus unmercugHol mepanuu TOIHKHBI CITYKUTh:

a) KIMHWUYCCKUE MPHU3HAKK Pa3BUTHSA OTEKa TOJOBHOrO Mo3ra (00IIeMo3roBas
CUMIITOMATHKA, IPOrpecCUpOBaHUE IPU3HAKOB HapylLIeHus CO3HaHUs
(mmHaMuueckas onenka mo LIKT), pa3Butue CyaopoKHOTO CHHAPOMA);

0) yxynmeHue wmeHTanbHOro cratyca (onenka mo IIKI) B coueranuu co
CJIEYIOIMMU JTAOOPATOPHBIMU WM3MEHEHUSIMU: MPU3HAKUA JI€KOMIIEHCUPOBAHHOTO
MEeTa0O0JIMYECKOTO allyua03a W/WIM CHIDKCHHE YPOBHSI HAMPSDKEHUS KHUCIOPOJa B

apTepUaIbHON KPOBH,
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B) OTCYTCTBHE MOJIOKUTEIbHON JWHAMUKH HEBPOJIOTMYECKOr0 cTaTyca (OlleHKa MO
HIKT') npu YIIy4IIEHUN 71a00paTOPHBIX nokasaresnei (noselenue pH,
CTaOWIIN3aIUS YPOBHS TJIMKEMHH);
I) TOSBJIICHUE PECHUPATOPHBIX HAPYIMICHWA W/WIW TMAaTOJOTHYECKOTO  THIa
neixanus (Kycemayis, Yeitn-Crokca).
PecnimpatopHast moajepkka TOMKHA TPOBOJMUTHCS B PEKMME HOPMOBEHTHIISILIUU C
coOmoneHusamMu  TpuHIMNOB poTektuBHOM MIBJI. He momyckaercs upesmepHoe
yBenuuenne PEEP, kotopoe MoOXeT MpHUBECTH K YCYryOJEHHIO OTEKa TOJIOBHOTO
MO3ra, a Takxke oco00oe BHUMaHHME cleayeT yaensaTh ypoBHIO pCO;(ero
CHIDKEHHIO), C 1I€JIbI0 HEAOMYILIEHUS] Pa3BUTHUSI/yCYTyOJIeHHsI OTE€Ka TOJOBHOTO
MO3Ta.
TpancnoprupoBka gerei ¢ JKA 1npH HEOTNOXKHOH TOCHUTAIM3ALMH
(nmpuno:kenue 6). He oonyckaemcsa mpancnopmupoexa oemei ¢ /IKA:

1) nmpu HaaM4YUKM TPU3HAKOB OMEKA 20JI08HO20 MO32d C PUCKOM BO3MO>KHOTO
BKJIMHEHUSI CTBOJIa TOJIOBHOI'O MO3ra B O0JIBIIIOE 3aThUIOYHOE OTBEPCTHE;

2) pu OTCYTCTBUU BO3MO>KHOCTH TPOBEJICHUS] MHTEHCUBHOW Tepamuu (TOYHOTO
JIO3UPOBAHHOTO BBEJICHUSI MHCYJMHA, TMPOBEJACHUS HH(PY3UOHHOW Tepamuu,
anmapaTHOr0 MOHHUTOPUHTA KM3HEHHO-BAXXHBIX (PYHKIIMHA OpPraHu3Ma) U KOHMpOs

2NIIOKO3bl KpoBU 68 xoo0e mpaHcnopmupoexKu pe6eHKa.

Ho3nuue ocnoxuenuss CJly nerei
K ocHoBHbIM mno3gHuM ocinoxHeHusMm CJI 'y jgered  OTHOCSTCS:
MuKpoamzuonamus - 310 Hedpomnatuss ¥ PETUHONATUS; MAKPOAHZUONAMUA -
aTEpPOCKJIEPOTHUUECKOE TOPaXKEHUE KPYIHBIX apTepuil, Heidponamus (CUHAPOM
nuabeTnyecko crombl). JlMTeNnbHAsS JEeKOMIEHcalus auadera y JeTedl BeaeT K
Pa3BUTHUIO  OCTEONEHUYECKOTO CHUHJAPOMA, OCTEOApTPONaTHU M  OTrpaHUUYCHHOU
MOJABMKHOCTA CYCTaBOB (xalpomartus), 3aaepkke (U3HUECKOr0 | TOJIOBOTO

pa3BUTHA.
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/Anaderuveckas Hedponmatus (JH®) 3anumaer Iuaupyloliee MECTO Cpeau
MPUYUH, OPUBOASIIMX K MHBaIUAU3AMU U cMepTHOCTH (cmycta 15-20 ner). [JHD
omnpenenseTcs kak aabo0ymunypus (6osaee 300 Mr/cyT aipbOyMHHA WIIH TIPOTEUHYPHUSI
6oxee 0,5 -1,0 r Genka/cyT) w/munu CHIWXKeHUE (PUIBTPALMOHHONW (PYHKIIMH TOYEK Y
mun, ¢ CI mpu OTCYTCTBUM MOYEBBIX MHGEKIUN WM Apyrux 3a00J€BaHUN TMOYEK.
MukpoansOymunypust (MAY) onpenensiercss kak skckpenus aiaboymuna 30-300
mr/cyt mwin 20-200 mxr/muH (M.W. denos u coast., 2008). Ot 7 g0 20% moapocTKoB,
ctpanaomux C/I 1 tuna umeror JJTH®D, puck pazButusi KOTOpoii Bbilie B myOepTaTe.
IHamomopgponozua JIH®. Mopdomornueckoir ocHoBoit JIHO  sBusercs
TMA0CTHYECKUI TIIOMEPYIOCKIEPO3 — OPAKEHNE COCYIOB KITyOOUKOB 1 KAHAIIBIICB C
BOBJICUCHUEM apTepuoi. JuHamuka matoMopgoJIOTHYeCKOro MpoIecca BBITJISAUT
ciaeAyrommM o0Opa3oMm: KJeTo4yHass mpojudeparuss HSHAOTENUS U YTOJICHHUE
0azanpHbix MeMmOpan (BM) — akkymymsiius TIUKONMPOTEMHOBOIO MaTepuaia B
MEXKAMIISIPHBIX TPOCTPAHCTBAX —> Y3E€JIKOBBIN TIIOMEPYIOCKIEPO3 — MU Py3HBIi
TJIOMEPYJIOCKIEPO3 — IKCCYJATUBHBIE U3MEHEHUS — WHTEPCTULHAIBHBIN (puOpo3
— TOTAJIBHBIN II0MepyIiockiepo3 — XIITH.

Ilamozenemuueckue pakmopul pazeumusn /IH®:

-Memabonuyeckue gaxmoper (TUNEPTIUKEMHUS ¢ TMPOAYKTHl TJIMKUPOBAHUS,
copbutoi, NO, nedurut Klotho - TpancmemOpannsiii 6enok — Ko-penenirop FGF23,
MPETNSATCTBYIONTNHN KaabIIU(DUKAITTH MUKPOCOCYIOB);

- 'enemuueckue ¢haxmopuwl: ectb nanable o cBsi3u JIH® ¢ momumopduszMoM rena
AII®; o pomn B ee pa3Butuu O-GlcNAnwmuposanus ( O-linked N-acetyl—-D-
glucosamine) a-akTuHuHa4, a-TyOyJIMHA, MUO3WHA; O POJIA MOCTTPAHCKPUIIIIMOHHOTO
MHTHOMpoBaHus dkcrnpeccur rena microRNAs (22 nykineotuaa, 1 1iens) - paHHUMH
MapkKepaMH cocyaucThix ociiokHennid CJ] cumrarorcs mMiR-192 u miR-200 - (miR-
192 - nakomenue koyareHa B mHTepcTUiind U mMiR-200 — u3menenue denorumna
TOJIOIIUTOB);

- ['emoounamuuecxkue ¢gpaxmopsr (BHYTPUKIIyOOUKOBas apTepuayibHas TUIEPTEH3US

M3-3a HapyLIEHHUs TOHYCa apTEepUoJ — paCIIMPEHUE NPUHOCSIIIEH U CYKEHUE
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BBIHOCAIILIEH) MO/ BIMSHUEM aHTMOTEH3UHA-2, Y3HAOTEJIMHA U JAPYTUX T'yMOPAIbHBIX
(bakTOpoB, a TaKKe BCIEACTBHE HApYLICHUS SJIEKTPOJUTHBIX CBOWCTB Oa3zaabHOU
MeMOpaHbl KITyOOUYKOB. BeneacTBue BHYTPUKITYOOUKOBOM THIIEPTEH3UU TIPOUCXOIAT
MOBpeXIeHUe Oa3anpHBIX MeMOpaH u (UIBTPAIMOHHBIX TIOp, Yepe3 KOTOphIC
HAYMHACT MPOHUKATH albOyMHH. YTOJIIEHHE Oa3alibHbIX MEMOpaH BbI3bIBACT
U3MEHEHHE UX AJIEKTPOJIUTHBIX CBOMCTB, UTO BEJIET K aTbOYMUHYPHHU.
Knaccugpuxayua TH® (no Mogensen, 1983)

[. Cranus runepdyHKINUU TOYEK.

II. HauanpHbl€ CTPYKTYpPHBIE U3MEHEHUS ITOYEK.

I1I. Haunnaromasica Hepponatust (MUKpOATbOyMUHEMHUS—OCHOBA TUATrHO3a).

IV. Bripaxxennas nedponarusi.

V. Cragna XIIH.

Knunuueckue nposagnenusa JIH® Ha paHHE CTaAuM  XapaKTEPU3YIOTCS
apTepuajIbHON TUIMEPTEH3UEH, a TMO3AHSS CTaaus MPOSBISIETCS HEPPOTUUYECKUM
curapomom u XITH.

Juaznocmuka /TH®. Y 6onbHoro C/I (mpu OTCYTCTBUU MPOTEUHYPHUH) UCCICIYIOT
YTPEHHIOI MOYYy Ha Mukpoanboymunyputo (MAY). Ilokazanusi nisi CKpUHUHTA!
ctaxx CII 5 ner u Gonee, a y noapoctkoB — npu giutenbHocti CJI 1 rox u Gonee.
Hamuune MAY (Tpwxkasl Ha TPOTSHKEHHUH 6 MECSIEB) CBHUACTEIBCTBYET O
noxymHnyeckon craguu JH. Ilpu orpumarensHbix pesynapraTax mouy Ha MAY
UCCIIEAYIOT €XeroaHo. Y OONBHBIX ¢ WHTepMHUTTHpYIomed MAY ananu3 mouu
noBTopsercs 1 pa3 B 3 mecsua. B auHamuke HaOmoneHHs HEOOXOAMMO TaKXKe
ONpenensaTh YPOBEHb KpeaTMHHHA B KpOBHU (2 paza B roJl) U OLICHUBAThb CKOPOCTH
KITyOOUYKOBOM (DUITBTPALIHH.

Ilpogpunakmuxa /TH® 3axiodaeTcss B ONTUMHU3ALUN META0OJIMUYECKOTO KOHTPOJIS,
KOPPEKIIMU BHYTPUIIOUEUHON reMoIuHaMUKU (MHTHOUTOPHI ATID B ManbIx g03ax 1o
WHJIUBUAYAJIbHOM CX€M€) W B HA3HAYEHUU AaHTHONPOTEKTOPOB, B YaCTHOCTHU

cynonekcuzaa ( Baccan-Jlys-®) o aBa kypca B roj.
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Jleuenue /IH® na cmaduu npomeunypuu 3aKiIr04acTCs B IOCTOSIHHOM NPUMEHEHUH
uHrnoutopoB AllD B 103€e, 3aBUCUMON OT AMACTOJIMYECKOTO NaBleHus - 5-10 mr/cyt
OpU JUACTOIMYECKOM JaBieHUU < 85 MM pT cT. HazHauaroTCs Takke aHTarOHUCTHI
SHAOTENMHA (CHUKEHUE MPOTEHUHYPUHU), WHTHOUTOP pPEHUMHA — aJUCKUpeH (110
MOKa3aHMUsM); OJIOKAaTOpbl MpPOTeHHKHWHA3bl C, MEHTOKCU(UIUIMH, HU3KOOEIKOBas
nuera npu XITH — u3 pacuera: 6enok 0,8 — 0,9 r/kr/cytku. [1pu orcyrcTBuu 3pdexra
OT IPOBOAMMOM TEPANHUH U HAPACTAHUU MPU3HAKOB HEJOCTATOYHOCTH NPUHUMAETCS
pelIeHue o nepenie peoeHKa Ha TeMOIuaIn3.
Jluabemuueckan nonuneiuponamusn (/IIH) sBnsercs oaHUM U3 HauOosee
pactpoctpaHeHHbIx ocnoxkHeHud CII (ot 5 10 90%). B nerckoit nuabeTosoruu HeT
yaudunupoBanHo kinaccudukanuu JITH. Haubonee panHue, TOKIMHUYECKUE
MPU3HAKKU TOpakeHUs: nepudepuueckux HEPBOB B BHJE 3aMEJJICHUS MOTOPHOW U
CEHCOPHOMl HEpPBHOW MPOBOJMMOCTH BBIABISAIOTCA nOpu OMI-nccnenoBanuu y
OonpiHCTBA AeTel co ctaxkem CI[ 5 — 10 ner, a y moapoCTKOB — paHbIIIe.
Knunuueckue nposagnenun. Hapymenue BUOpalimOHHON YyBCTBUTEIBHOCTH — CAMOE
pannee mnposienenue JITH, cunapoM «OecroKONWHBIX HOT» - COYETAHUE HOYHBIX
napecte3ui (0ojell B HOrax) M TMOBBIIICHHONW YYBCTBUTEIBHOCTHU, HA TO3JHUX
CTaOusAX — BBINAJACHUE YYBCTBUTEIBHOCTH IO THIY «UYJOK» U «IIEPUYATOK,
TpopUUECKUE HApYIICHUS, JETeHEPATUBHbICE U3MEHEHHS KOXKU, KOCTEH, CyCTaBOB U
Pa3BUTHE «CUHIPOMA TUAOETUUECKOM CTOIBDY.
Jluacnocmuka OCHOBBIBACTCI HAa KIMHUYECKUX M DIEKTPOPUZHOIOTUIECKUX
UCCJIEIOBAHMSIX

*IpU OCMOTPE HOT - BBISIBIEHHE TPOPUUECKUX HAPYIICHUM, WH(EKIMOHHBIX

IIOPAXXEHHU M, HAPYIIEHHOTO POCTa HOI'TEM;
* OLIEHKA CYXOKUJIbHBIX pe(IeKCcOB (KOJIEHHOTO U axUJIOBa);
* OllICHKa TaKTWJIbHOH, 0O0JIEBOW, TeMIlepaTypHOM, BHOPAIMOHHOW (C MOMOIIBIO
KaMepTOHA) UYyBCTBUTEIbHOCTH;

* OMI' st onpenienieHrst ypOBHS MIOPAXKEHNUS;
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*OKI', nuarHocTHKa HEIOCTaTOYHOCTHM CHUMMIATUYECKOW WHHEPBALMHU CEpAla,

JUAarHOCTUKA  HApPYIICHWM  NIApacCUMIIATUYECKOM  PETYJSLUM  CEPAEYHOU

NEATEIIBHOCTH.
Jleuenue HanpaBlIeHO HaA JOCTWKEHHE YAOBJIETBOPUTEIBHOM KOMIIEHCALUH
yriaeBoAHoro  oOMeHa, TaKk Kak  HaydalbHbIE  MPOSIBICHHUS  JUCTAIbHOU
noJivHeWponaTuu B OOJbIIEH cTeneHu oOpatumbl. B kadecTBe MaToreHeTHYecKou
Tepanuu C LeNbl0  OOpbOBl €  «OKHUCIHMTEIBHBIM CTPECCOM»  HCIOJB3YIOT
€CTECTBEHHbBIE AHTHUOKCUIAHTHI, K KOTOPBIM OTHOCUTCS O-JIUIIOEBas KHCIIOTa
(cIOCOOCTBYET YBETWYEHUIO CKOPOCTH DHJIOHEBPAIHHOTO KPOBOTOKA) W BHUTAMHHBI
rpynnsl B. K npenaparaM o-JIMIOEBOM KUCIOTBI OTHOCATCS THOKTAlUJ, KOTOPBIA
Ha3HayaeTcs B Buje TabneTok THOKTauaa-bB (ObicTporo BBICBOOOXKICHUS),
MMEIOIIET0  YJAY4YIIEHHYI0  OMOJOCTYMHOCT M OBICTpO€  JOCTHIKEHHE
TepaneBTUYECKON KoHleHTpanuu. Jlersm HazHayaetcs mo 600 Mr/cyT B TedeHHE
JIBYX MECSLIEB WUJIU IIOCTOSIHHO P TSHKEI0N OJIUHEUPOIIATHU.
Jluabemuueckan pemunonamusn (/JP) — MUKPOAHTHOIIATUS COCYJOB CETYATKHU
rja3a, XapakTepU3yHoILIascs  pa3BUTHUEM  MHUKPOAHEBPU3M, KPOBOM3JIMSIHUM,
AKCCYJIaTUBHBIX HW3MEHEHMH u mposudeparnueidi HOBOOOPA30BaHHBIX COCY/IOB,
NpUBOAAIIAA K YacTMYHOM WM IIOJHOM 1oTepe 3peHus. XpOHUYECKas
TUIIEPTIMKEMHAS W TPOTPECCUPYIOIIAs] TUIOKCUS — OCHOBHOW 3THOJIOTMYECKUU
¢daktop JP.
OcHoegnble 36enbsa namozenesa /[P:

— MUKPOAHTHOMATHUs, CYXEHHE IPOCBETAa COCYJOB CETUaTKH, Trumnonepysus;
JereHepanrs COCyJ0B C O0pa3oBaHMEM MUKpPOAHEBPHU3M; IMpoJudepanus
COCYJIOB, OTJIOKEHHE JIMIUAOB U coJieid Ca B ceTuartke;

— MUKpPOMH(DAPKTHI C OKCCyAaluen, MPUBOJIAIIME K OOpa30BaHUIO MSTKHUX
«BaTHBIX TATEH»; OTJIOKEHHE JHUNUI0B ¢ (GOPMUPOBAHHUEM IIJIOTHBIX

9KCCYIaTOB;
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— pa3pacTaHue€ B cCeT4YaTKe MpoauepUpyroINX COCyIOB C 00pa3oBaHUEM
IIYHTOB YW AaHEBPU3M, IMPUBOJAIIMX K JWiIaTalldd BEH U YCYT'yOJICHUIO
runonepdy3un ceTyaTKu;
— umemusi U oOpasoBaHue MHOUILTPATOB U PYOIIOB; OTCIOCHHE CETYATKH U
00pa3oBaHKE BUTPEOPETUHAIBHBIX TPAKIIUIA;
— TeMopparuueckue MHKPOMH(APKThI, pa3pblB AHEBPU3M, KPOBOUIHUSHUS B
CTEKJIOBUIHOE TEJIO;
— mponudepainusi COCyA0B pPaayKHOH OOOJOUKH, MPHUBOJANIAS K BTOPUYHOU
IJIayKOME;
— MAakxyJIOmaTHusi C OTEKOM CETYATKH.
Knunuueckue nposenenusa. Boinensior tpu craguu [AP: HenmponudepaTuBHyio,
npenpoarudpepaTUBHYIO U NPOIUpEepaTUBHYIO.
Jluaznocmuxka /[P 0CHOBBIBAaeTCA Ha TIOJHOM O(PTATBMOJIOTHYECKOM OOCIIEI0BAHNH,
BKJTIOUAOIINM (hoTorpadupoBaHue cetyatku (Ha GyHIyc-KaMmepe) JiBa pas3a B rojl.
Ipunyunwt npogpunaxkmuxu u nevenusn /[P: ontumaneHas komrnencanus C/I;
Py OTCYTCTBUM TNPOTUBOIOKA3aHUN - aHTHONpoTeKTOphl (Baccon—AY3-®) — nBa
Kypca/rof u jazepHast (PoToKoarysius.
Jlucnancepnoe naonwoenue oemeit u noopocmkoe ¢ C/[1 muna. B aMOynaTopHBIX
YCJIOBUSIX JIETU U MOJPOCTKH HAOIIONAOTCS JETCKUM SHIOKPUHOJIOTOM U TEIUaTPOM
M0 MECTY XKUTeJIbcTBA. B mepBbie 3-6 MecsieB nocie manudecranuu CJ[ Tpedyetcs
OoJyiee 4acThIi KOHTAaKT C JETCKUM JHAOKpuHONoroMm (1-3 pasa exemecsyHo), B
nanpHeiieMm — 1 pa3 B 3 mecsdiia, o0cOOCHHO Jisl IeTel paHHEero Bo3pacTta. B mepBbie
6 Mecsi1eB peOCHOK 0CBOOOKIAETCS OT MPOPMIAKTUIECKUX MPUBUBOK.

OCHOBHBIMHU 3aJlayaMU JSHIOKPHHOJIOTA U Teauarpa Ha aMOyJIaTOPHOM JTarie
SIBJISTFOTCSL:
—  OIeHKa (PU3NYECKOTO Pa3BUTHSI — POCT, BEC, MHIEKC MACCHI TEIa;
— OCMOTp MECT UHbEKIIUIN UHCYJINHA,
— koHTpoJib AJl, pa3mepoB nieueHu, KOHTPoiab coctoaHus LK, ouenka nunamMmuku

IIOJIOBOT'O PA3BUTHA,
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— OIIEHKa KadecTBa TIMKEMHYECKOro KOHTpoyisi — ypoBeHb HDAIc, mokazarenu
INIMKEMUUM 10 JIHEBHMKY mHalMeHTa, aJeKBAaTHOCTh IOJCYETa KOJIMYECTBA
YIJIEBOJOB B pallMOHE, yUeT PU3NYECKUX HArPy30K, KOPPEKLUS A03bl HHCYJIMHA;

— CKpUHHHTI cnenuduieckux ocnoxxkanenu CJI;

— y nereit crapme 11 nmer ¢ giauTenbHOCTBIO 3aboseBaHus Oonee 2 JeTr —

HaIIpaBJICHUC K CIICHUAIIMNCTAM - OKYJIMCTY, HCBPOJIOTY U AP. 110 ITOKA3aHUAM.

JleSITeIbHOCTD CTY/ICHTOB Ha MPAKTHYECKOM 3aHATHHU
IIpu kypauum nanyeHTa CTyI€HThI JODKHBIL:
- W3YYUTh KaJI0Obl peOCHKA M POJUTENEH HAa MOMEHT KypalllH, BbIIBUTh HAJIHUYKE
&KanoO, «TUINMYHBIX» JJI1 CcaxapHOro jauabera, W Kajnob, XapaKTepU3YIOLIUX
BEPOSITHOCTh CIIELM(PUUECKUX OCTIOKHEHHI;
- coOparh aHamMHe3 3a00JI€BaHUs C YYETOM KPaTHOCTU FOCHUTAIM3ALUN U TPUYHUHBI
IIOCJIETHEN TOCIIUTAIN3AINHA U aHAMHE3 J)KU3HU;
- POBECTH MOJHOE KIMHUYECKOE 00CIIEI0BAHNUE;
- COCTaBUTbH IIJIaH 00CIIE€0OBAHNUS;
- 1aTh OLIEHKY pe3yJibTaTaM J1ad0paTOpPHO-UHCTPYMEHTAIBHOIO 00CIEe1I0BaHUS;
- YCTaHOBUTH AUArHO3 OCHOBHOM M CONYTCTBYIOIINN;
- Ha3HA4YMTh JICUCHUE!
1) yka3zarb pexuM (peXUM TMOCTENbHBIA, TOCIE BbIXOJA M3 KeToauuao3a Hu
KJIMHHYECKOTO YIYUIICHUSI - OOIIUNA PEXKHM);
2) Ha3HauUUTh MUTaHue (CcTon 9, pacyeT MUTAHUS MO XJIEOHBIM EAMHIIAM C YYETOM
BO3pacTa U DHEPreTHYCCKOMN [ICHHOCTH);
3) pacuuTaTh 1036l H PEXKUM UHCYJTHMHOTEPAIIUN U KPATHOCTh €r0 BBEIICHHS;
4) omnpenenuTh TaKTHKY JEYEHHS] C YYETOM BBISIBJIEHHBIX COIYTCTBYIOIIUX
3a00JIEBAHUM;
5) cocTaBUTH IUIaH AUCIIAHCEPHOTO HAOJIOIEHUS CIICIIMAIIMCTOB;

6) ornpeeIuTh BO3MOXKHBIN MPOrHO3 TeUEHUS O0JIE3HH.
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Ilpumep popmynuposexku ouaznosa:
Huarno3: Caxapuelii guaber 1 Tuma,

keroarmaosa |l crerenu TsoxecTu.

BIICPBBIC BBISBJICHHBIM B COCTOSIHUM

TecToBbIE 3a1aHUS AJI1 CAMOKOHTPOJISI 110 TeMe 2 «CaxapHblid 1uadeT»

Bo scex 3a0anusx evlbepume 00uH npasuibHull 0omeem

1 .ITaToreneTuueckoii OCHOBOM CaxapHOoro I[I/Ia6eTa 1 Tuna sBusieTCS:

a) AYTOUMMYHHBIA UHCYJIAT

b) OTHOCUTENBHBIN NeDUITUT WHCYIIMHA

C) MHCYIMHOPE3UCTEHTHOCTh
d) Ilepeenanme
€) MaHKpeaTuT

2.HCIIOCT3TO‘IHOCTI> HHCYJIMHA COIIPOBOXKIAACTCA:

a) AKTHBalUEH JIMITONN3a

b) CHmXEeHHEM JIMTIOIH3a

C) YcuieHueM IHUIoreHesa

d) CHmwkeHHeM JaKTaTa B KPOBU

e) IlosiBieHHEe CHHIPOMA ITUTOIN3a

3.Jns caxapHoro quabera 1 Tumna xapakTepHoO:

a) Jlerkoe TeucHue
b) Cpente TsDKENOE U TSHKEIOE TCUCHHE

C) CHiKeHHe HHCYJIMHOIOTPEOHOCTH B IyOepraTe

d) HopmasbHas cekpelnss HHCYJIMHA

e) IloBeimeHne ypoBHS MIETOYHOH (ochaTassl

4.J1ns1 BBIBEACHHUS U3 THIOTJIMKEMUYECKON KOMBI HCTIOJIB3YETCS:

a) 5 % pacTBOp IJIFOKO3BI

b) 10 % pacTBOp IITFOKO3bI
¢) 0,9 % NaCl

d) 40 % pacTBOp TITHOKO3BI
e) 10% pactBop anbOyMuHa

5.I'maBHbI IpU3HAK 1Ma0EeTUYECKON HEQPOATHUH:

a) 'unmepriaukemust

b) I'roko3ypus

C) Mukpoanb0yMuHypus
d) Keronypus

e) okcamypus
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6. I'mukemusi KanmwUIIPHOHW KPOBH OMPEAEISeTCs, KaK «IuadeTHdYecKasy IpH
YPOBHE:

a) 3,0 MMOJIB/1

b) 5,0 MmoB/1T

C) 5,5 MMOJIB/1

d) 5,8 MMoJIB/1T

e) 6,1 MMOJIb

Kinunn4yeckue 3aga4um 1J1 CAMOKOHTPOJIA 1O Teme 1
«CaxapHblii 1uade»

3apaua Nel. JleBouka 12 net Ha mpueme y neauarpa C kanob0aMu Ha KOKHBIN 3y,
CYXOCTh BO pTy, Cia0OCTh M NOXYyAaHHE 3a mocieaHue 2 Henenu. Kakoil anamus
HEO00X0IUMO cienaTh cpouHo? KakoB mpeaBapuTeIbHbIN JUarHo3?
3agaua Ne2. V pebenka 2-netnero Bo3pacta Ha porne OPBU orMeuaeTcst oTCyTCTBHE
anmneTuTa, MOTEepPs MacChl Teja, BBIPAXKEHHAs a)Ja, 4YacThble MOYEHCITYCKAaHHS.
KakoB BeposiTHbIl quarno3? Kakosa Baia TakTuka.
3amauya Ne3. /IleBouka H., 5 5ier, B HEOTI0KHOM MOPSIAKE TOCTABJICHA B CTAllMOHAP B
TSXKEJIOM COCTOSIHMM. M3 aHamMHe3a W3BECTHO, YTO B TEUEHUE JABYX IOCIEIHUX
Hezelb nociie nepenecenHoro OP3, ormeuanack cinabocThb, JeBOUKa MOXY/ENa, CTana
MHOIO MUTh U YacCTO MOYHUTHCS. B TeueHHe HECKOJbKUX JHEH PEe3KO CHUBHICS
amnmeTuT, MOSBUIACH TOITHOTA, HapacTaia ciaboCTh, COHIIMBOCTD, XKaxaa. B TeueHue
MOCJIETHUX CYTOK MOSIBUJIACH 0OJIM B )KUBOTE, PBOTA, TOJIOBHAS 00JIb U OJIBIIIKA.
[Ipy 0OBEKTUBHOM OOCIEAOBAaHUHU: COCTOSIHHE TSDKENOE, CO3HAHME HapyLIEHO—
OTJIYIIEHHOCTh, TEMIIepaTypa Tena CHWKeHa. [[pixaHue riay0okoe, IIyMHOE, 3amax
aleToHa B BbIABIXaeMOM BO31yxe. KOXKHbIE MOKPOBBI CyXue, Ha IIEKaX - pyMSHEII,
ryObl moTpeckasiirecs. TOHYC TIa3HbIX A0J0K CHUXKEH. S3BIK CyXOH, «MAJIMHOBBIN.
[TOIKOKHO-KUPOBOW CIIOM, TYprop TKAHEW, MBIIIEYHBI TOHYC, CYXOXWJIbHBIC
pednekcol cHmkenbl. YCC- 140 B 1 mun., Al 70/40 mm. pt. cT. u Kuot npu

najbnanuy HanpsbkeH. Modencnyckanue oounsHoe. CTyma He ObLI0 2 THS.
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OAK: WBC-8,5x10%n, RBC-4,1x10*/n, HGB-135 t/m, HCT-38,2%, MCV-

79,0mxm°, MCH- 29,0 nir, MCHC- 340 r/i1, RDW-14,0%, PLT-400x10% 1, 5 - 1%,

/s — 4%, c/g- 50%, 1- 35%, m- 10%, COD — 12 mm/4ac.

OAM: 1BeT - XenThlii, caabo MyTHas, ya. IOTHOCTE — 1035, peakius kucias, 6eIok

— oTp., JIK.- 8-10 B 11/3p., caxap — 6%, aneTon +++.

buoxumudeckoe uccienoBaHie KpoBH: o0muii 6eok — 66 /1, kanuit — 5,0 MMOJIB/JI,

Hatpuii — 110 Mmomnw/n, mModeBuHa - 8,0 MMomb/i, kpeaTuHuH 98,0 MKMOIB/I,

X0JIECTEpUH — 6,8 MMOJIB/J.

Ph meta6.- 6,9; pO2 — 92 mm pr. c1.; pCO2 — 33,9 MM pr. cT., BE — 28,0.

3ananue:

1. IlocTtaBuTbh U OOOCHOBATH JUATHO3.

2. Kakue nomoHUTENbHBIE UCCIIeTOBAHNS HEOOXOAMMBI I YTOYHCHHS THarHo3a’?

3. KakoBbI maToreHeTHYEeCKUEe MEXaHU3MbI PA3BUTHS JJAHHOTO COCTOSIHUS?

4. OcHOBHBIC MPUHIUIIBI MTPOBEJCHNUS WH(PY3MOHHON Tepanuu y ACTeH ¢ JaHHOM
MMaTOJOTUEH.

5. Kakue nabopaTtopHbie MCCISAOBAHUSA M KaK 4aCTO KOHTPOJMPYIOTCS B IpOIecce
MH(}Y3MOHHOU Tepanuu?

6. Bo3MOXHBIE OCIIOKHEHHS TP MPOBEJACHUN HH(PY3HOHHOM Teparuu?

7. Tlporno3 3aboseBaHusl.

3agauya Ned. JleBouka 3 jiet, 10CTaBJIeHa B peaHMMAIIMOHHOE OTJICJICHUE 00JIaCTHOM
OOJILHUIIBI U3 LIEHTPAIbHOU pailoHHOM GosibHUIEI. B [[Pb Obu1a rocnutann3upoBaHa
C BBICOKOM Temmeparypoi, sBieHussMu OPBU u pBoroi. Co ci1oB marepu AeBOYKa
MHOTO TMHJIa, YaCTO M OOMJIBHO MOYMIJIACh, OTKa3bIBajgack OT eanl. CTyna He ObLI0. 3a
2 nHs npeObIBaHHWS B CTallMOHApE COCTOsIHME peOCHKa YXYAIIWIOCh: HapacTaia
cmaboCcTh, MOSBWINCH OOJM B JKMBOTE M TMOBTOpHas pBora. HecMoTps Ha
JIe3MHTOKCUKAIIMOHHYI0 Tepanuio (5% pactBop rimokosel, 0,9% NaCl), Tsoxects
COCTOSIHMS Hapactana. PeOeHOK ObUl CpOYHO JOCTABJIEH B pPEaHUMAIMOHHOE

oTaeneHne o0JacTHOM OosbHULBL. OO6bexkmueno: TPU TOCTYIUIEHUU COCTOSIHHE
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TSKEJIOE, COIIOP, BBIPAXKEHHBIM JKCUKO3. JlpixaHuwe nrymHoe. KOXXKHBIE NOKpPOBBI
CyxHe, TYprop TKaHEil U TOHYC IJIa3HBIX SOJIOK CHHXKEHBI, YEPTHI JIUIA 3a0CTPEHBI,
runepemus mwek. [lynse yuamen no 140 ygapoB B MUHYTY. SI3bIK 00s10KeH OebIM
HAJIETOM. 3amax aleTroHa B BBIIbIXaeMOM Bo3ayxe. JKWMBOT mpu maibmanuu
HanpsbkeH. B o6mactu Hapy>KHBIX TEHUTAIUI OIIPEIOCTH U BYJIBBHUT.

OAK: WBC-8,0x10%/n, RBC-4,4x10"/n, HGB-130 1/, HCT-43%, MCV-79,0mxm’,
MCH- 29,0 nir, MCHC- 340 r/n, RDW-14,0%, PLT-180,0x10%/1, 5 — 1%, /st — 4%,
c/a—50%, m1—35%, m— 10%, COD — 10 mm/4ac.

buoxumuueckuil aHanu3 KpoBu: HaTpuih B 1iazme 110 mmons/n, xammit — 5,0
MMOJIB/1, oOmmii Oemok - 60 r/m, moueBumHa — 9,8 mMMmonb/m, xomectepud — 6,0
MMOJIB/JI.

OAM: 6enok — 0,99 r/n, netikouutsl — 10-15 B momne 3peHusi, SpUTPOIUTHL — 3-5 B
10JIE 3pEHMS], €AMHUYHBIE 36PHUCTBIC IUIUHPHI, TITIOKO3YPHUS.

Peakuust Ha alleTOH B MOYe: PE3KO MOJIO0KHUTEIbHAS.

KOC xposu: Ph met. — 7,15; BE — 26,0; ocmomnspHOcTh Tu1a3mbl 340,0 MmocM/J1.
3aganme:

1. TIloctaBuTh M1 OOOCHOBATH MPEABAPUTENBHBINA JUATHO3.

2. Kaxue nonosHuTeNIbHBIE UCCIEI0BAHUS HEOOXOAUMBI JJI11 YTOUHEHHUS JUaruo3a?
3. Ha3nauuts nedenwue.

4. OO6ocHOBaTh HEOOXOAUMBI 00BEM OOCIEAOBaHUS M KPATHOCTb OIpPENeNICHHUs

I[MapaMCcTpOB B JTHUHAMUHKC JICUCHU .

o

Bo3MmoxHBIE OCTOKHEHUS U ITPOTHO3 3a00JIeBaHUs.

o

OxapakTepu3yiTe MeAUKO-COUMAIbHYI0 3HAYMMOCTh MPOOJEMBI CaxapHOIo

nuabera y IeTei ¥ TOJIPOCTKOB.
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Tema 3. O:xkupenue y aereid. JnuaeMH0JI0TUsA, ITHOJIOTHSA, TATOTeHE3,
Kjaaccupuranus, KpUTEePUHU ANATHOCTHKH, KJIHMHHUYECKHE

NPOsIBJICHNS, 0CJI0KHeHHs1. CaxapHbIil 1nadeT 2 TUna

OO0ocHOBaHMe HM3Y4YeHHUS] TeMbl OkMpeHHsl (MoTuBanus). OXUpEHHE SBIAECTCS
CaMbIM pPacHpoCTpaHEHHBIM OOMEHHBIM 3a00JIEBAaHUEM Y JIeTed M MOAPOCTKOB.
Temnbr pocta oxupenus 3a nocieaane 35 - 40 ner Beipocnu B 10 pa3 (Mo gaHHBIM
MexayHapoaHOM  accolanMd Mo W3y4eHH0  oxupenus, 2017 1),
OnuneMuosoruyeckas curyanusi B Poccun conocraBuMa ¢ JpyrumMu €BpONecKUMU
peruoHamu. Y 70 - 80% nereil okupeHHE MPOTPECCUPYET U YXKE B MOIPOCTKOBOM
BO3pacTe BO3MOXKHO (hOpMHpOBAHHE HApYLICHUH MeTa00JIM3Ma C BHICOKMM PHCKOM
MaHudecTaluu caxapHoro nuabdera 2 Tuma, CepAeYHO-COCYIUCTHIX 3a00JIeBaHUN U
MaTOJIOTMH PENPOAYKTHUBHOM cucTeMbl. B mpolecce nzyueHus npoOaeMbl CTyI€HTaM
HEOOXOJUMO OCBOUTH COBPEMEHHBIE METOJbl JUATHOCTUKU OXUPEHHUS U €ro
OCJIO)KHEHHWH, OBJIJIETh METOJAMH TNEPBUYHOM W BTOPUYHOM MPOQPUIAKTUKA
oxupeHus. VIMeHHO neauaTpaM — MEpPBUYHOTO  3BEHA  1€Jecoo0pa3Ho
COCPEOTOYUTHCS Ha MNPEAYNPEXKACHUM OXUPEHUS U MNpPOPUIAKTUKE €ro
OCJIO)KHEHWI. 3HaHME€ U TOHMMaHWe J3TOW MpOOJIEMbl TOMOXKET MEeIUuaTpy
chopMUpOBaTh Yy MAllMEHTOB M HUX POACTBEHHUKOB NPABWIBHOE OTHOIICHHE K
pPEKOMEHJalusIM Bpaya, HalpaBJICHHbIM Ha M3MEHEHHE oOpa3a >KM3HU M MHUTAHUS
pebeHKa U €ro CeMbH.

Henu wu3y4yeHWsi: HAYYUTHCS JAMATHOCTUPOBATH OXHPEHHWE M €ro OCIIOKHEHMS,
Ha3HayaTh 00CieI0BaHuE, TPOPUIAKTUKY U JICUCHHUE.

s hopmupoBanust MpodeccuOHATBHBIX KOMIETEHIIMM CTYAEHT J0J12KeH 3HATh

- 3MUAEMHUOJIOTUIO OKUPEHUS,

- 3THOJIOTHUIO, MATOT€HE3, KIACCU(DUKAIIUIO OKUPEHHUS,

- KJIIMHHUKY HanboJiee 4acThIX (HOPM OKUPEHUS,

- JIMarHOCTUKY O>KHPEHUS,

- atuomnarorene3 C/I 2 Tuna, KIMHUYECKUE MTPOSBIICHUS], KDUTEPUU JUATHOCTUKH,
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- npunnunel Jeuenust C/{ 2 tuna,

- TIOHSATHE META0OJNYECKOTO CHHIAPOMA.

CTyneHT 10J/I2K€H yMETh

- TIPOBECTH OOBEKTUBHOE HCCIeI0BaHUE OOIBHOTO OXUpeHueM, paccuntatb UMT u
SDS UMT 151 O1IeHKM CTENEHU OKUPEHUS,

- HA3HAYUTh HEOOXOIMMBIE UCCIIEIOBAHUS U OIIECHUTh UX PE3YJIbTaThl,

- 000CHOBATH JUATHO3,

- paccuuTaTh (PU3UOJIOTHYECKYIO0 TOTPEOHOCTh B TUTAHUH,

- BBIOpaTh MPABWIBHYIO JIEYCOHYIO TAKTHKY .

CryaeHT 10JI2KeH BJIaJleTh

- KOMIUIEKCOM METOJIOB CTaHJapTHOTO SHJIOKPUHOJIOTMYECKOTO 00CIeI0BaHuUs
(anTponomeTpus, BU3yaldbHO-NayibnatopHas oueHka 2K, HapyXHBIX TeHUTaIH,
TPYAHBIX Kele3);

- JKCIIpECC-METOJaMU OINpPEAEIICHUs caxapa KpOBH;

- aJTOPUTMOM JIMATHOCTUKHU HAPYIICHUHN YTJIEBOJHOIO U )KUPOBOTO OOMEHA;

- OCHOBHBIMH IIPUHIHAIIAMHU JICYHCHUA O KUPCHUA U €TO OCJIOKHCHUM.
BOl'lpOCbl AJIA CaMOIIOATIOTOBKH

1. Perymsmus ®upoBoro oOMeHa 1 anmneTuTa B HOpMe.

2. OXUpeHHne: DIUACMHUOJIOTHS, JTHOJOTHS, TaToreHe3, KiacCuduKaIus,
KJIMHUKA pa3lIu4yHbIX (OpM, KpUTEpUU AWarHosa, AuddepeHnarIbHbIi
JTMarHo3.

OcnoXHEHUS 0)KUPESHUSI M UX 1a00paTOPHO-UHCTPYMEHTAIbHAS THATHOCTHKA.

4. OocobenHocTu KIMHUKH U JiedeHus CJ] 2 Tumna y gereit.

5. JleueHne OXUpEHUS y JAETEH M TOAPOCTKOB, KpuTepuu 3(H(PEKTUBHOCTH
Teparuu.

6. JlucmancepHoe HaOIOJEHWE HA TMEIUATPUYECKOM YYAaCTKE ¢ MPOTHO3
3a00J1eBaHu.

7. TlpodunakTrka n30BITOYHON MACChI TE€Ia U OKUPEHUSI.
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MATEPHUAJIBI JIJISI BHEAYJIUTOPHOM PAEOTHI CTYJIEHTOB

OcHoBHbIE cBe/leHus 0 nmpoodJeme oxupenus u Cl1 2 Tuna y nereu u

MO/IPOCTKOB

O:xupeHue — 3TO XPOHUYECKOE MHOTO(paKTOpHOE 3a00JeBaHUE, MPOSBIAIONICEC
M30BITOYHBIM Pa3BUTHUEM KHPOBOW TKaHH, KOTOPOE MPHU MPOTPECCUPYIOLIEM TCUCHUN
OCJIOXKHSIETCSI HapylIeHueM (QYHKIIMH Pa3IMYHbIX OPTraHOB M CHUCTEM.
OnuaeMuoJ0rus oxupeHus. M30bITouHas Macca Telna W OXUPEHHE — ITO
HambOosee pachpoCTpaHEHHBIE YHIOKPUHHBIC HAPYIICHHUS y JIeT€H W TMOAPOCTKOB,
4acTOTa KOTOPBIX CPEay JIeTeH IIKOJIBHOIO BO3pacTa B HACTOSIIEE BPEMS TOCTUTAET
25-30%. Ilo mannbiM BcemupHol opranuzanuu 3npaBooxpaneHus (BO3), OGonee
MWIIMApAa 4YeJOBEK Ha IUIAHETE MMET JumHud Bec, B 2014 rony
3apeructpupoBaHo 6osee 500 mMiaH. 60apHBIX OkupeHueM. llpu stom 30 miH. gerei
Y IOJIPOCTKOB EBpOMNeiickoro pernoHa uMerT U30bITOYHYIO Maccy Tena u 15 MiuH. —
oxxupenue («Health in the European Union. Trends and analysis» BO3, 2009).
OnHOM W3 caMbIX HETAaTHUBHBIX TEHACHIMHA MOXXHO HA3BaTh YBEIWYCHHE YHCIA
M30BITOYHOM MaCChI Tejla y JeTel MIIaJIlero Bo3pacra.

B 2007 rony EBponeiickoe pernonansHoe 61opo BO3 pazpaboTano HHUITUATUBY 1O
snuaHaa3opy 3a aerckuM oxkupeHueM (Childhood Obesity Surveillance Initiative —
COSI), menpio KOTOPO# SBIACTCS ONpEACICHHE NPUYMH Pa3BUTHS H30BITOYHOMN
Macchl Teja, a TakXke pa3paboTKa M BHEIPEHHE HOPM MHUTaHUA U (PU3NUYECKOU
aKTUBHOCTH y JieTel mKoapHoro Bo3pacta. COSI sBrnsercs oMHUM U3 KPYITHEUIITUX
MOMYJISIIMOHHBIX MCCIEA0BAHUN M30BITOUHON MaccChl TeJla M 0)KUPEHUSI Cpeau JeTen
IIKOJILHOTO BoO3pacTta, oxBaruBliee 38 crpan EBpomnelickoro permona BO3 ¢
BKJIIFoUeHueM 0oJsiee yem 300 ThIcaY IeTEN.

B pamkax peanusanuu nporpamMmel BO3 (COSI) B P® npoBeneHo ncciieioBaHue B T.
Mockse (2017-2018 rr), BxiarouaBmiee 2166 nmeteit 7-IETHEr0 BO3pacta, KOTOPOE

BBISIBIJIO HAJIMYUE M30BITOYHON Macchl Tena y 27% manbunkoB u 22% NeBOYEK, a
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oxupenue - y 10% u 6% gereii coorBeTcTBeHHO. Pesynbrarel o0ciaenoBanus 3000
aereir 7-nmetHero Boszpacta B 70 mkomax r. ExatepuHOypra BBISBHJIO HaJIWYHE
U30bITOYHOM Macchl Tena y 27/% nereit, B ToMm uucie y 9,9 % - oxupenue, yamie y
ManpunkoB. B CBepmoBckoit obmactu 14 780 nereit 7 et UMerOT U30BITOUYHBIN BeEC,
BKIrOUas oxupenue (Anydpuera E.B., 2020 1.)

Omuonamozenes oxcupenusn. OXUpPEHUE pa3BUBACTCA B PE3yJbTaTE CIIONKHOTO
B3aMMOJICCTBUS HECKOJBKUX TPymnn (DaKTOpOB: HACIIEICTBEHHBIX, JHIOKPHUHHBIX,
OMOJIOTUYECKUX, MICUXOJIOTUYECKUX, KyJIbTYpPOJIOTHYECKUX, COIIMAJIHO-
DKOHOMHUYECKUX H TMPOSBISETCS AUCPETYIANMEH SHEPreTHYecKoro OamaHca.
Perymsammst >kxupoBOro oOMEHa OCYIIECTBISETCS THIOTATIAMyCOM C YYacTHEM
abdepeHTHRIX U adPEepeHTHBIX CUCTEM M >KHUPOBOM TkaHu. B rumoramamyce
IIOJIMCEHCOPHBIE HEHUPOHBI pearupyror Ha U3MEHEHHUE BAKHEUIIINX
rOMEOCTAaTUYECKUX KOHCTAaHT BHYTPEHHEW cCpeibl OpraHu3Ma: Ha HM3MEHEHHUE
KOHIIGHTpAIlMU TJIIOKO3bl B KPOBHU, MOHOB BOJIOPOJA, OCMOTHYECKOTO JIaBJICHUS,
TeMIlepaTyphl Tena. B sapax rumorasamyca (GopMUPYIOTCS YIIPaBISIOMIAE CUTHAIHI,
KOTOpBIC uepe3 Ighgpepenmunle cucmemsl TPUCTIOCAOIUBAIOT X0 MeTaboIU3Ma K
MOTPEOHOCTSIM OpraHu3Ma. IJTO CUMIIATHYECKUM M TMapacCUMIIATHYECKUU OTIEIIbI
BHC wu sumokpunHas cuctema (TOPMOHBI TUIOTajamyca, rumnodusza U APYyrux
SHIOKPUHHBIX KeJIe3, OKa3bIBAIOIINE BIUSHUE HA POCT, JeieHue, AU HEepeHIIUPOBKY
W Pa3BUTHE KIETOK). ['OpPMOHBI MPUHUMAIOT Y4YacTHE B TIOJIICPKAaHWUH B KPOBHU
Heobxoaumoro ypoBHs Titoko3bl, COKK, MuHepaabHBIX BEIECTB.

B BeHTpOMeIMansHOM THIIOTAJaMyce, B TapaBEHTPHUKYJISIPHBIX sIIpax M JIaTepaabHOM
30HE THIOTajJaMyca BbIPaOATHIBAIOTCS HEHPOIENTUIB U OMOJIOTHYECKH aKTHUBHBIC
BEIIIECTBA, MOBBIIIAIOIINE U TIOJABIISIONINE anmeTuT. CUTHAIOM JJI BBICBOOOXKICHUS
IIEJIOTO Psiia TPAHCMHUTTEPOB (CEPOTOHUH, HOPAIPCHAIMH) U aKTUBHBIX MenTua0B ([3-
sHpophuH, HewporenTua Y M JAp.) CIOYKUT HOCTIpPAHAHATIbHAsS THICPTIUKEMHUS.
Heiiponenmuo Y — doxasanmusiii Ha cecoOHAuHUL OeHb pecyisamop annemuma. Yepes

BCHTpOMe)II/IaJ'IBHIJﬁ rurnoTajlaMycC OCYIICCTBIIAIOTCS  IPOLECChI TpPaHCAYKIHH
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OPEKCUTE€HHBIX CUTHAJIOB. Takke BEHTPOMEIUANbHBIA TMIIOTAIAMYC OCYIIECTBIISET
pPELENUUI0O MHOTMX CUTHAIBHBIX MOJIEKYJ, PETYJUPYIOIIHX AIIETHUT.

B nartepanbHOM THnoTanzamyce o0pasyloTCsi OPEKCUHBI — BEIECTBA, MOJABIISIONINE
amnmneTHUT: aryTU-CBA3aHHbBIN OENOK, rajJaHuH, onuou sl (B-3H10pdrH), OPEKCUHBI A U
B, menanunokonuentpupytomuii ropmon (MKT'), a Ttaxke: CART(cocaine and
amphetamine regulated transcript), momamMuH, KOPTHKOTPOIIMH-PEIU3HHI TOPMOH
(KPT'), menanonutcrumynupytomuii ropmod (MCI'), cepoTtoHuH.  BsioeneHnue
CEepOMOHUHA ABTIAEMCS KNH0UeBbIM 68 (DOPMUPOBAHUU Y)YBCMBA HACLIUJCHUS.
Appepenmuas ungopmayusa mnoctynmaetr B IIHC wm mnpum yuactum apyrux
Herpoxumuyeckux cucreM. Kierkm JXKKT B oTrBeT Ha pactsokeHue xKemynka
BbIpPAa0aTHIBAIOT XOJICHMCTOKMHUH, JHIOCTAaTUH, OOMOE3MH, cO3/1aBasg YyBCTBO
HaceleHus. K nepudepuueckuM (paktopaM, MOBBIIAIONIMM aNIETUT, OTHOCATCA
IPEJIMH, KOPTU30JI, TUIOIJIMKEMHUS, K MOJABIAIOIIMM alleTUT - JICNTUH, aMUJIMH
rokarod. C OTKpBITHEM FOPMOHA >KHUPOBOW TKaHU jJentuHa B 1994 rony Kennenu
nokazan, 4yro mexnay aerno xkupa u [HHC cymecTtByeT curHanbHas B3aWMOCBS3b.
JlenTuH, BbIpaOaTHIBAEMBI KUPOBBIMU KJIETKAMHU, OCYIIECTBISIET MEXaHU3M
0o0paTHOM CBA3M MEXIY THIOTAJaMyCOM M JKUPOBOW TKaHblO. OH CTUMYJIUpYET
BbIJICJIEHUE TUIIOTAJlaMycoM HeWporentuaa Y U, TakuM o00pa3oM, CHHXKaeTcs
anmneTUT W MOBBIMIAETCS pacxod 3Hepruv. OTKpBITHE JIENTHHA BBI3BAJIIO HHTEPEC
UccrenoBarTeNied U K JIPYyruM BEUIECTBaM, OOpa3yloMIMMCS B JKMPOBBIX KIETKAX W
JEUCTBYIOLIUX B KAYECTBE CUTHAIBHBIX MOJIEKYI.

Kuposasi mkanv. benas xupoBas TKaHb - 3TO HE TOJBKO JHEPreTUYECKOE JAEro
OpraHu3Ma, HO W SHAOKPUHHBIA M TapaKpUHHBIA OpraH, CHOCOOHBIM BIMSATH Ha
ApyTUe OpraHbl U CUCTEMbI, CEKPETUPYsS B KPOBb FOPMOHBI M TOPMOHOMNOJOOHBIE
BEILIECTBA - AJUIIOKMHBI, B TOM YHCJE€ TOPMOH JIENTHH, LIMTOKHHBI, (HaKTOPBI
CBEpThIBaHUS (MHTHOWTOP aKTUBAllMM TUIA3MUHOTEHA) H Ba3OMpOTEKIUU, [3-
OKHUCJIEHUS JKUPHBIX KHUCIOT WU Apyrue. B agumonure MOCTOSTHHO MPOMCXOAST HE
TOJIBKO TPOIECCHI JHUIOJN3a, JUIOreHe3a U [-OKUCIEHUS >KUPHBIX KHCIIOT, HO U

apoMaTu3aisi aHJAPOTEHOB B JCTPOTEHBI. Y OOJBHBIX OXHUPEHHUEM OTMEYaeTCs
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yCWJIEHHE MpoleccoB aunoiau3za u yposeHb HOXXK Bele, yem y 310poBbIX. ITO
MOXXET  OBITb  cleAcTBHEM  J(pdeKTa MacChl  «TUNEPIUIA3UPOBAHHOW U
runepTpoUpoOBaHHON KUPOBOM TKaHW». Ha3BaHHBIC CBOWCTBA J>XMUPOBOW TKaHU
OTJIMYAIOTCA B 3aBUCUMOCTH OT MOP(OJIOTUH CaMHUX aJUIOUUTOB U UX JIOKAJU3ALMH.
Bucuepanbhbiii xup (Me3eHTepUaiabHbIE aJWIOLUTHI) ropa3fo 0ojiee aKTHBEH B
OHJOKPHHOJIOTUYECKOM IIIaHe, 4eM NOAKOXHBIM. lloBeimeHHbiil ypoBeHp HOXK
CTUMYJIUPYET TJIIOKOHEOT'€HE3, YMEHbBIIAET YTHIN3ALMUIO0 TJIFOKO3bl MBIIILAMH,
npoueccsl  (pochopuapoBaHUS W INIMKOJIM3a, 4YTO, BEPOATHO, OOYCIOBIMBAET
MHCYJIMHOPE3UCTEHTHOCTh Yy JMLIl ¢ noBblieHHbIM ypoBHeM HOIXKK. Kpome Ttoro,
noBbiieHHass KoHueHTtpauus HOXKK TecHO cBsizaHa ¢ runepTpurivuepuacMuei u
TUINIEPUHCYJIUHEMHUEH, SBIAIOIINXCS BaXHBIMA KOMIIOHEHTaAMHU METa0O0INYECKOTO
cuHapoMa. MHCynHMH SIBASIETCS TJIABHBIM JIMIIOT€HETUYECKUM TOPMOHOM, KOTOPBIN
OKa3bIBaeT aHA0OJINYECKOE ACHCTBUE U BIMSET HA CUHTE3 TPUTIIMLEPUIOB B )KUPOBOM
TKaHU. OH MOBBIIIAET YCBOCHUE TJIIOKO3bI aJUIIOIIMTAMH, CBS3BIBAET HA PELENTOpaX
MeMOpaH aJeHUJIATIUKIa3y, akTuBupyeTr ¢ocdoaudcrepasy, €3aKTUBUPYET
TPUTIIMLEPUAJINIIA3Y, U3MEHIET KOHLEHTPALMIO BHYTPUKJIETOYHOTO KaJIbIIHS.

[Ipu n30BITOYHOM Macce Tenla IPOUCXOIUT HE TOJBKO MpoJindepanns u runepTpopus
aJUMOIUTOB, HO U UX HMHOUIbTpauus MakpodaramMu C MOCIEAYIOUIUM pa3BUTHEM
BOCHAJIMTENBHBIX ~ pPEaKIMi, BCIEACTBUE 4YEro HU3MEHsieTcs MeTabonuyeckas
AKTUBHOCTh JKMPOBOM TKaHU. VIMEHHO MO3TOMY pSAJI  YYEHBIX CUHUTAIOT
IIaTOJIOTMYECKOE 0KUPEHUE XPOHUUECKUM CUCTEMHBIM BOCIIAJIUTEIBHBIM IPOLIECCOM.
VY CTaHOBJIEHO, UTO CHUKEHUE MPOAYKIIMH aAUTOKUHOB BEJIET HE TOJIBKO K PA3BUTHUIO
OKMPEHMS, HO M K MHCyIuHpe3ucreHtHoctd, CJ[ 2 Ttuma, aprepuanbHOU
runepren3uu. OTkpeiTo 6osee 20 TeHOB — KaHIWIATOB, KOAUPYIOIIUX CTPYKTYPY H
aKTUBHOCTh aJMIOKHHOB, aJAPEHOPELENTOPOB, PELENTOPOB JUINOMPOTEUAIUIASHI,
TPAHCIIOPTEPOB IUIIOKO3bI B aJAMIOIUTAaX, TPAHCIOPTHBIX OENKOB it ropMoHOB. Ho,
HECMOTpPS HA MHOTOYHUCIJICHHbIE HMCCIEAOBaHUs, JaHHbIE 00 aJAMIOKMHAX OCTaIOTCS

A0CTATOYHO ITPOTHBOPCUNBBIMU.
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B BO3HUKHOBEHHMH OXHUPECHHsSI Yy JCTe OONBIIYI0 pPOJIb WIPAET HACIEICTBEHHAS
MIPEAPACIIONIOKEHHOCTh, pa30aTaHCUPOBAHHOE NHTAHUE, TUINOJWHAMHS W HEUpO-
SHIOKPUHHBIE HapylieHusa. B mociaegHue roapl MOSABUIOCH MHOIO JIaHHBIX,
CBHUJICTEIIbCTBYIOIUX O PAHHUX HCTOKAX OXKUPEHUS, KOTOpPbIC 3aKIaJbIBAIOTCS B
NepHoJ, BHYTPUYTPOOHOTO pa3BUTHS U B paHHeM Bo3pacte. K daxropam
BHYTPUYTPOOHOTO MPOrPaMMHPOBAHUS OKUPEHHUS OTHOCAT HEAJCKBATHOE MUIIEBOE
MOBEJICHUE OEpEMEHHOM (HeI0eIlaHne TN BBICOKOKUPOBOM palivoH), oxupenue, CJJ
710 W/UiM BO BpeMsi OepeMeHHOCTH, rectannoHHbiil C/I, cTpecc, aneMuio, TuOKCHIO
71014, HEIOHOIICHHOCTh, 3aJICPKKY BHYTPUYTPOOHOTO Pa3BHUTHs, KPYIHBIA IUIO,
omnepaTUBHbIE pOJbl. B paHHEeM Bo3pacTe 4YETKUM TOKa3aTelaeM H30BITOYHOTO
MUTaHUs SBIISIETCA OBICTpasi CKOPOCTh pocTa pedenka. [Ipeanonarator, 4To BBICOKHIA
YPOBEHb MOTpeOIeHUs OeKa peOEHKOM PaHHETO BO3PACTAa CTUMYIHUPYET MPOTYKLIHIO
uHcynuHa u UOP1, oOnanaronmx auroreHHbIM IecTBUeM. Jloka3aHo, 4TO paHHEe
BBEJICHUE TIPUKOpMa (10 4-X MECSIEB) MPUBOAUT K U30BITOYHOMY BECY U OKUPEHUIO
B JIONIIKOJHLHOM BO3pacte. Y JeTeil Oosiee cTapiiero Bo3pacTa PHUCK pPa3BUTHUS
OKUPEHHUSI CBSI3BIBAIOT C BBICOKOW KAJIOPUHWHOCTBIO PALIMOHA 3a CYET KOHJIUTEPCKHUX
W3JIETNH, CIIaJKUX HAITUTKOB, MOJIOYHOTro Oenka, (pacTdyaoB U HU3KOM IBUTATEIbHOM
AKTUBHOCTBIO.

VY CTaHOBIIEHO, YTO CaMO€ MHTEHCUBHOE JEJIEHUE KUPOBBIX KJIETOK OTMEYaeTcs Ha
MEPBOM TOJYy >KM3HM U B paHHEM JI€TCTBE, MOATOMY CBEPXKAJIOPUHHOE MUTAHUE
OepeMeHHOH U MepeKapMIMBaHUEe peOCHKA BEJIET HE TOJIBKO K YBEIHMYCHHUIO 00beMa,
HO W 4YHCJia aJUMOIMTOB, OCTaBAsACh Ha BCIO KU3Hb. [103TOMY «(JIETCKOE» OXKHUpPEHHE
MPOTHOCTUYECKU XYXKe, TaK KaK XapakTepHa U TUnepTpodus U THUIEPIUIa3Us
KAPOBOU TKaHM.

Cmanoapmul onpeoenenusn oxcupenus y oemeil. JIMarHOCTUUYECKUE KPUTEPUU Y
B3pOCIIBIX W JIETEl OCHOBaHbI Ha pacuere uHAekca Mmaccel tena (MMT). ¥V nereit
UMT NOCTOSHHO MEHSETCS: HpH POXICHHH paBeH 13 kr/m°, B Bo3pacre | roma
nocturaetr 17 KF/MZ, Janee K 6-1eTHEMy BO3pacTy IMOCTENEHHO CHUXKaeTcd 1o 15,5

2 ~ ~
kr/mM°. Kpurepun n30bITOUHON MAacChl Tela U OXKUPECHUS y JETeH ONPEAeIIOTCS 0
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JTaHHBIM IIEHTWIILHBIX Ta0nwIl win ctTaHaapTHeX oTkioHeHuit UMT (SDS). C yuerom
pexomenaanuii BO3 oxupenue y nereil 1 NoJpOCTKOB CIEAYET ONpenesaTh, Kak +2,0

SDS UMT, a u30bITOouHyI0 Maccy Tena ot +1,0 mo +2,0 SDS UMT (mpunoskenue 3).
Knaccuguxayusa oncupenusa (Ilemeprosa B.A., Bacioxosa O.B., 2013 2.)
1. Ilo smuonocuu:

* IIpocroe (KOHCTUTYITMOHATILHO — HK30I'€HHOE)
* ['unoranamuyeckoe
* OxupeHue npu HEHPOIHAOKPUHHBIX 3a00JI€BaHUSX
*  OXHpEHHE SITPOTEHHOE
*  MOHOTEHHOE 0)KUPEHUE
*  CunapoManbHOE 0)KUPEHUE
2. Ilo nanuuuio ocroxicHeHUll U KOMOPOUOHBIX COCTMOSAHULL:
* Hapymenus yrneBogHoro oOMeHa
* HeankoronpHas xupoBasi 00Jie3Hb ICYCHU
e JlucounuaeMust
* AprepuanbHas rUnepTEH3H
» Caxapsblif 1uadet 2 Tuna
* 3anep:KKa MOJIOBOTO pa3BUTHUS
* Y CKOpPEHHOE MOJIOBOE PA3BUTHE
* ['mHexkomacTus
* CHUHIOPOM rurnepaHIiporeHuu
* Cunapom amHo?
* HapymeHus onopHO-ABUraTeIbHON CUCTEMBI
* JKemuno-kameHHas 00JIe3Hb
3. Ilo cmenenu oxxcupenus:
* | crenens SDS UMT =2,0-2,5SD
e I crenenr SDS UMT =2,6 — 3,0
e I crenens SDS UMT = 3,1 — 3,9
* IV crenens (MopOumHoe oxupenne) SDS UMT > 4,0.
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Knunuxa. Haubonee yacto oxxupeHue MaHu(decTUpyeT Ha MEPBOM TOAY >KU3HHU,
3aTeM B 5-6 JeT M B NIEpUOJ IOJIOBOTO co3peBaHusA. lIpn KOHCTHTYLHMOHAIBHO-
sk30oreHHoM oxkupeHun (KOO) netu umeror Oosee BbicOKME Temmbl pocrta. Ilpu
YMEpPEHHOW CTENEHH OXKUPEHHUS MPAKTHUYECKH HE MMEIOT JKajo0 M OTKIOHEHHUU CO
CTOpPOHBI OPraHOB U CHUCTEM. B mepuone mojoBOro co3peBaHMs y 4acTH OOJIbHBIX,
OOBIYHO y JIEBOYEK, OTMEYAETCs MPOTPECCUPOBAHUE OXHUPEHUS U pa3BUTHE
BTOPUYHOIO THMIOTAJAMUYECKOIO0 CHHApPOMA: OBICTPO HapacTaeTr Macca Tena,
HOSIBJIAIOTCSI PO30BBIE CTPUM Ha KOXe Oenep, rpyau, )KUBOTa, TMIIEPIUTMEHTAlUs Ha
IIe€ U B €CTECTBEHHBIX CKJIaJKaX KO, (POJUIMKYJUIAPHBIA TUIIEPKEPATO3, MPU3HAKH
TUIEPAHJIPOTEHUN, TPAH3UTOPHAs, & B MOCIEAYIOIIEM IOCTOSIHHAs apTepHalibHAs
runepTeH3us. bonbHbIe KanyloTcs Ha FOJOBHBIE OOJIM, MOBBIIEHHYIO YTOMIIIEMOCTD,
OJBIIKY MpU (PU3NYECKOM HaArpy3Ke, HapYyLIEHUsS MEHCTPYaJIbHOIO LHKIA;, Y
MaJIbYMKOB BO3MOYKHA 33JIEP>KKa IIOJIOBOTO CO3PEBAHUS.

['unoTtanaMuyeckoe OXUPEHHE MOXKET pa3BUBAaThCA B JIIOOOM BO3pacTe depes
HECKOJIbKO MECSILEB IOCJE YEPEMHO-MO3roBOM TpaBMbl, Hapko3a, nuHpekuun [HHC,
BCJICJICTBUE OIyXOJM TMIOTAIAMUYECKHX OTHEJIOB MoO3ra. BoJIbHBIE KanyroTcs Ha
rOJIOBHbIE 00JH, €1a00CTh, COHJMBOCTb, OOJM B OOJACTH CEPALA, OJIBIIIKY MpU
¢bu3nueckoil Harpy3Ke u Jaxke B MoKoe. TUIMMYHBIM CUMIITOMOM THUIIOTaIaMUYECKOTO
OXupeHus sBisieTcss Oynumusi. AJl MOBBINIEHO, YaCTO ACUMMETPHUYHO, BO3MOXHO
HapylIEeHUEe TEPMOPETYJIISLUU.

VY nerer ¢ 0XXUPEHHUEM MOPAXKAKOTCA IMPAKTUYECKU BCE OpraHbl U CUCTEMbI. Poct
3a0071€Ba€MOCTH O0XMPEHUEM COMPOBOXKAAETCS YBEIMYEHHEM KOJIMYECTBA JETEH C

HapyHICHUSIMU JIMTUAHOTO U yriaeBogHoro oomena u CJ1 2 tuma.

Jlabopamopnasa ouaznocmuka exiouaem:
e OMOXMMHMYECKUN aHAJIU3 KPOBHU, BKJIIOYAIOIIMKM JIMMUAOTPAMMY, ONpEIeiIcHUe
AKTUBHOCTH TIEYCHOYHBIX (PEPMEHTOB;
® TECT Ha TOJIEPAHTHOCTH K TIIFOKO3E;
® TOPMOHAJbHBIE MCCIEAOBAHUS — BCEM NAlMEHTaM onpexaeneHue ypoHs TTT,

IPYTUe TOPMOHBI - IO TOKA3aHUSM;
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® HHCTpyMEHTalbHOE oOcienoBanue — Y3 opraHoB OpIOLIHON MOJOCTH BCEM,
ApYyTHE UCCIIEOBAHMS - 110 TOKa3aHUSIM;

L MOJICKYJI}IPHO-FCHGTI/I‘-ICCKI/IC HCCIICOOBAaHUA - I10 ITIOKa3aHUAM.

Jleuenue 0oXVpeHUs IPOBOJIUTCS B aMOYJIaTOPHO-TIOTMKIMHUYECKUX YCIOBUSX.
OcHOBY Tepamnmuu OXUPEHHS COCTaBISIET KOMIUIEKC MEPOINPHUSATHH, BKIIOYAIOUIUX
KOPPEKIMIO0 TUIIEBOr0 IOBEICHUS y JAE€Ted W TOJIPOCTKOB C OXXHPEHUEM WIH
M30BITOYHOM MAaccol Tena, a Takke uieHoB uX cembH (cton Ne§ mo IleB3nepy) u
¢busnyeckas akTUBHOCTh. B cimyuyae HeaddexTuBHOCTH MOaudUKanuu odpasza Ku3HU
BO3MOHO HCHOJb30BaHHE (HapMaKOJIOTHYECKUX CPEJICTB, CIIMCOK KOTOPBIX y JleTel
U TOAPOCTKOB HA CETOAHAIIHWA JEHb OrpaHUYeH. bapuarpuueckas Xupyprus
ABJISIETCS €I1lI€ OJHUM METOIOM JIEYEHUS MOPOUAHOTO OCJIOXKHEHHOTO OKUPEHUS Y
IIOJAPOCTKOB. L{enbpt0 JIedeHuss OXUPEHHs y JOEeTe M IOAPOCTKOB SBIISIETCS. B
KpaTKOCPOYHOM Tiepuone - yaepkanue 3HadeHuss SDS HMMT (B Teuenue 6-12
MeCALIEB HAOJIIOICHHS), B JIOJITOCPOYHOM NEPHOJE - YMEHbIICHHE BeIHYMHBI SDS
UMT, noctmxenue “U30BITOYHOM Macchl Tena” W “HOPMaJIbHOM Macchl Tena’”,
HOpMaJIbHOE (PU3UYECKOE U COMATHYECKOE Pa3BUTHUE, PA3BUTHE CAMOCTOATEIbHOCTH
M MOTHBAlMM K CaMOKOHTPOJIIO MHIIEBOTO  IOBEIEHUS, MNpOo(PUIaKTUKA
ACCOLIMMPOBAHHBIX € OXHUpPEHHUEM KOMOpPOMIHBIX cocTosiHui. CoBpeMeHHOe
HaIlpaBJ€HUE B JAUETOJOTUU AECTCKOTO OKUPEHUS - HOPMOKAJOPUUHBIN pallMOH MO
BO3pacTy C JOCTAaTOYHBIM KOJMYECTBOM OEJKOB, YIJIEBOJAOB, BUTAMHUHOB U
MUKPO3JIEMEHTOB U HEOOXOJUMBIM MHHHUMYMOM >KHPOB, COCTaBJIEHHBI C Y4ETOM
BKYCOBBIX IpeanouTeHuil pedeHka. Pacuer nmutaHus — Ha JOJDKEHCTBYIOIIYIO Maccy
Tena.

Heobxoaumbie yciaoBusi 3pPeKTUBHOrO JIEUEHUSI: OTPAaHUYECHHE CIIAJIKUX HAMUTKOB-
3ampeT He TOJbKO Ta3UPOBAHHBIX CIAJKUX HAMUTKOB (ToTpebsienne He Oomee 1
MOpIIMU HE dYalie 4eM | pa3 B HeEAeN0), HO U COKOB, KOMIIOTOB, MopcoB. Kak
MUHUMYM - 4-X pa3oBoe MHUTaHHUE, OOs3aTEIbHBIM 3aBTpaK, 3alperT CIAJAKUX
MOJIOUHBIX MPOIYKTOB, KOHTPOJb pa3Mepa/KojJudecTBa mopuuid. Jljis HarisgHoCTH

KEJIATeJIbHOTO pa3Mepa MOpLMA B HACTOSIIEe BpeMs IIMPOKO MPUMEHSIOTCS
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“Tapenku nutanus’ . Ecoum peOEHOK XOUeT CheCcTh BTOPYIO MOPIUIO0 o0ea/yKuHa —
pa3zpemuTh ee yepe3 20 MUHYT OT NEPBOM MPH YCIOBUU PETYISIPHOTO (KAK MUHUMYM
4-x pa3oBOro npuema nuimu B jaeHb). OOoraiieHue panroHa OBOIIAMHU (U1l JeTer
mitaamero Bo3pacta—300 rp., moapocTkoB - 400 rp B ACHB), TUIIEBHIMU BOJIOKHAMH H
[IEIbHO3EPHOBBIMUA MPOAYKTaAMH, OTrPAaHUYEHUE YACTOTO MPUMEHEHHUs KapTodes
(kak ~ ©OTUHCTBEHHOTO  OBOINA). YYHTh  JeTeldl  eCTh  MEUICHHO,  0e3
KOMIIBIOTEPHOT0/TeJIEBU3NOHHOT'0/MOOUIEHOTO COMTPOBOXKICHUSI.

CornacHo rinobansHeiM pekoMenaauusaM BO3, agexBatHas (u3nueckas aKTUBHOCTh
JUIA IeTed ¥ MOJIPOCTKOB B Bo3pacte 6-17 neT moapazymMeBaeT €XKeIHEBHbBIC 3aHITHS
MPOJIOJKATENBLHOCTBI0 HE MeHee 60 MUHYT B AeHb (MOxHO mo 30 MHHYT 2 pa3a B
nenb). Jns npereit B Bo3pacte 1-4 €T pPEKOMEHIYIOTCS pa3iMyYHbIE BUIBI
JIIBUTaTEIbHON aKTUBHOCTH JIFOOOM MHTEHCHUBHOCTHU B OOILEN CIIOKHOCTH HE MEHEE
180 MuUHYT B JIeHb A7 TPO(UIAKTUKN U30BITOYHOM MacChl Tea U 0)KUPEHUSL.
MenukaMeHTO3Hasi Tepanusl OKHUPEHUs y MOJAPOCTKOB orpaHudeHa. lIpemaparsi,
pa3pelICHHBIE I JICUCHHS 0KUPEHUS y JAeTer crapure 12 net B mupe u Poccniickon
denepanny — 3TO JUPATTYTHI U OPJIUCTAT, HA3HAYAEMBbIE JETCKUM 3HJIOKPUHOJIOTOM
B KAaueCTBE JOMOJHEHUS K 3[0POBOMY IMUTAHUIO M (PU3NYECKONW aKTUBHOCTU MPH
Hed(D(PEKTUBHOCTH MEPOIIPUSTUN, HAMPABICHHBIX Ha (OpMUpOBAHHUE 37A0POBOTO
oOpasa xu3Hu. [IpuMeHeHrne MeTdpopMuHa B MeIUATPUUECKON MPAKTUKE pa3pereHo
B BO3pacTHOW rpynmne crapiie 10 JeT ¢ yCTaHOBJIEHHBIM JIMAarHO30M CaxapHOro
auadera 2 TUNa 1o Ha3HAYEHUIO Bpaya dHIAOKPHUHOJIOTA.

Ponv epaua-neouampa.

Jis po(hUnaKkTUKU OKUPEHUS PEKOMEHAYETCS aKTUBHOE BBISIBIEHUE H30BITOYHOM
Macchl Teja y JieTed B Bo3pacte OT 2 10 9 JeT U npoBeAeHrne 00yUYeHHs B LIKOJIE JJIs
MAlUEHTOB ¢ U30BITOYHOM MacCcoM TeJla U OXKUPEHUEM.

Jletn ¢ oXupeHHeM HaOJI0Aa0TCd BpadyoOM-TIEIUAaTpOM B IEepBble 3  Mecsla
eXKEeMeCsIIHO, 3aTeM - 1 pa3 B 3-6 mecsueB: koHTpodb SDS UMT u KoHCynbTanus

sHAoKpuHoora. [Ipu 3anepkke pa3BUTH MMOKa3aHa KOHCYJIbTAIUsl Bpaua-reHeTHKA.

%94



[Tpu nucnancepHoM HaOIIOAEHUU MTOJIPOCTKOB C OKUPEHUEM MTOKA3aHA KOHCYIbTAIHS
Bpayda-JeTCKOro HAOKpUHOIora. O0sI3aTENbHBIM SIBISIETCSI CKPUHUHT KOMOPOHIHBIX
COCTOSIHMHM. JleTh C OCJHOXHEHHBIM OXXHPEHUEM HAOJIIONAI0TCS Yy  JIE€TCKOIro
sHAOKpUHONOora 1 pa3 B 3—6 wmecsueB. [lpu coxpaHeHHH OCIOXKHEHUH 0O0BEM
oOcienoBaHuid W HAOMIOJIEHUWA  ONpeAeNsieTcss  Y3KUMHU  CIICHUAIMCTaMHU
WHJIMBUIYaJIbHO.

[Ipy HOpManu3anuu Macchl Tena JAeTH HAOMIOJAIoTCS y Bpada-nieguaTpa B

JNEKPETUPOBAHHBIE CPOKU AJIA 310pOBbIX AeTel (I rpymnma 310poBbs).

CaxapHubiil 1uadeT 2 TUna

Caxapublii guaber 2 THma — 3a00J€BaHHE, B OCHOBE KOTOPOIO JIEKUT
MHCYJMHOPE3UCTEHTHOCTh Nepu(peprnuecKux TKaHeH (MbIILIEYHON, KUPOBOU, IEYEHHU )
Y COIYTCTBYIOLIAs €{ THUIEPIVIMKEMUS M TUIIEPUHCYJIMHEMHs. BaxnHenmmMu
(dakTopamu pucka pazButus CJl 2 ABISIIOTCS oorcupenue u eunoouHamus. Yxe Ha
JTame HapylmieHHoW TolepaHTHoctu K  rmoko3e (HTT)  mopkmrouarorcs
MAaTOT€HETUYECKHE  MEXaHU3Mbl  (OPMHPOBAHUS  OCTAJbHBIX  KOMIIOHEHTOB
MeTa00JIMYECKOTO CUHIPOMA U HapyIIeHHAs TOJIEPAHTHOCTh K YIJI€BOAAM MEPEXOIUT
B CJl 2tunma. Knuanueckas manudecranus CJ] 2 tuna xapakTepusyercs: HE TOJBKO
CHM)KEHUEM HHAOTEHHBIX 3alacoB MHCYJWHA B MPOIECCE MPEOJOJICHUS JTUTEIbHO
cyuiecTByromeil uHcynuHopesucteHTHoctu (MP), HO u pa3BuTMeM  pa3inMyHBIX
MAaKpOCOCYAUCTBIX OcJIOKHEHHU. [Iporno3 ocnoxuennii npu CJ[ 2 thna xyxke, yem
npu C/[ 1 tuna: 36% noapoCTKOB UMEIOT HEMPONU(PEPATUBHYIO PETUHOMATHIO TIPH
YCTAaHOBJICHUHM JuarHosa, npu jurensHoctd CJI Gomee 5 nmer uvactrota MAY
nocturaer 25-40 %. B moapoctkoBoM Bo3pacte yBenuuuBaerca yactrora MODY-
nuabera.

Juaznoz C/] 2 muna ycTaHAaBIMBAETCS HA OCHOBAaHUU HKCCIIEIOBAHUSI CEKPELUU

WHCYJIMHA, HAJIW4YUSl WM OTCYTCTBUSl ayTOAHTUTEN U 3(PQPEKTUBHOCTH TEparnuu
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ouryanunamu. Juddepennuansusiii nuarno3 CJ/[ BaxkeH i MpaBHIBHOTO BhIOOpa
neuenus (uHcynuH — s CJI 1 tuma, 6uryanunasl — qos CJl 2 Tuna, mpenapatsl
cynbdanunamoueBuHbl — 111 MODI, nna neonaransnoro CJ1 ¢ myramusmu Kir 6,2 u
Surl). Ons Bcex 3Tux (GOPM XapakTepHBI pa3HbI TMPOTHO3 IS  Pa3BUTHSA
CHELU(PUUECKUX OCIO0KHEHUM, pa3Hble TPeOOBaHUS K KOMIIEHCAIUM U CKPUHUHTY
OCJIO)KHEHUH, pa3Hble OLEHKM pHUCKAa MJii POJICTBEHHUKOB, pa3HbIE METO/bI
MPOTHO3UPOBAHUS U MTPOPUITAKTUKH.

Ilpunyunvr newenus CJ/] 2 muna. o0yyeHHE; KOHTPOJIb T[JIMKEMHUU; Je4eOHOE
nuTaHue; (u3nyYeckas aKkTUBHOCTb, MeIUKaMeHTO3Has Tepanus. Llempio nedenus
ABIISIETCS YCTPAHEHNE MHCYJIMHOPE3UCTEHTHOCTH, YTO MPE/NOoIaraeT UCIOIb30BaHUE
npemnaparoB rpymmbl Ouryanuno. ['mokodax (Glucophage) — eaMHCTBEHHBIH U3
aHTUIMA0CTHUECKUX TPENnapaToB, KOTOPHIH MpoOIIed KIWMHUYECKUE HCIBITAaHUS U
YTBEpXKJCH K MPUMEHEHHIO y Aetel ctapuie 10 neT u noapocTkos, crpagaromux CJJ
2 Tuna. MoXeT NpUMEHSTHCS KaK B MOHOTEpAIHH, TaK U B COUETAaHUU C UHCYJIMHOM.
['mokodax (IeicTByrollee BEECTBO - MET(POPMUH) - aHTUTHIEPTIMKEMUYECKHMA
npernapar W3 TpyHnbl OUTryaHWJIOB, HE OOJalaloluil TUHOTIMKEMU3UPYIOLIUM
s¢ppexrom.  JleiicTBUE  €ro  HampaBIIEHHO  KWMEHHO  HAa  YMEHBILIECHHE
MHCYJMHOPE3UCTEHTHOCTH, MOBBIIIEHUE YYBCTBUTEIILHOCTH KJIETOK NepudepruiecKux

TKaHell K uHcynuHy. Hasnawaercsi sHmokpuHOJIOTOM. Dopma evinycka: TaOIETKH,

nokpeIThie 000104ukoi 500 mr, 850 mr, 1000mr. HavanbHast go3a y n1eTed cocTaBisieT
500 wmr 2-3 paza/cytku  mocne enpl. Koppekims 036l OCYIIECTBISETCS
SHJOKPUHOJIOTOM TOJ KOHTposieMm riaukemuu (depe3 10-15 gneit). MakcumanbHas
cyTouHas no3a cocrasisier 2000 mr, pazneneHHas Ha 2-3 npuema.

IIpomusonoxa3zanus u HeoOXOOUMOCMb OMMEHbl 21I0KOgaxca: KEeTo3, KeToalu103,
JAKTaTalK03, HapylleHHe (PYHKUIUU IOYEK, XUPYPrUUECKHE OIlepaluu, TPaBMBI,
pEeHTreH-00CIeIoBaHle, OCTpble 3a00jeBaHUs, IMpPH KOTOPHIX €CTb  PHUCK

IMabeTHYEeCKOTO KETOAIM103a, JEeTHIpaTaIlui, HapyIeHusT GyHKIIUU TTOYECK.

I[GHTCJILHOCTL CTYACHTOB HA NMPAKTHYCCKUX 3aHATHAX
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IIpu camocTOATENIbHOM KypalMH [TALIMEHTA CTYICHTBI JOJKHBI:
- IPaBWJIBHO COOpaTh aHAMHE3 )KU3HU U 3a00JI€BaHNUA,
- TIPOBECTH MOJHOE KIMHUYECKOEe 00CIeI0BaHue,
- Ha3HAYUTh HEOOXOIMMBbIE HCCIIEIOBAHUS U OLIEHUTh UX PE3YJIbTaThl,
- 000CHOBATh KJIIMHUYECKUM TNArHos,
- BBIOpATh MPaBUJIbHYIO JIEYEOHYIO TAKTHKY,
- ONIPEJEIIUTh BO3MOXKHBII POTHO3 TEUEHUS OOJIE3HU.
Ilpumepwt nocmpoenua ouaznosa:
/luarno3: KoncturyunonanbHo-3k30reHHoe oxupenue |l crenenu. Jucaunuaemus.
Hapymenue tonepantHocTH K rioko3e (HTT).
[lnarno3: CaxapHsiii 1uadeT 2 Tuna.
Jluarno3: Kpanumodapunruoma, cocrossHHue mocie yAajleHus. [ umnortaiamumyeckoe
MOpPOUIHOE OXKUPEHUE. | NTONUTYUuTapu3m.
[lnarno3: Cungpom Ilpanepa-Bummm. Oxxupenue |l crenmenu. 3anmepikka

YMCTBCHHOTI'O Pa3BUTHA. I[I/ICJII/IHI/IIIGMHH.

TecToBble 3a1aHUs NJI CAMOKOHTPOJISI IO Teme 3
«Oxupenue y nerei»

Bo ecex 3a0anusx evibepume 00un npasuibHbili omeem
1. Jns «IeTCKOT0» 0XKUPCHUS XapaKTEPHBI
a) runeptpodusi Oypoi )KUPOBOH TKaHU
b) runeprpodus aaUmONKUTOB
C) rumnepIuiasus U TUnepTpous aIunoIUTOB
d) runepruiazus aauIoONKUTOB
€) BBICOKHH YPOBCHb THPOKCHHA B KPOBHU
2. VIHCynWH B )KUPOBOM TKaHH
d) YCWJIMBAET JIMTIOTCHE3
b) momaBiseT MUNoreHe3
C) He BIUSCT HA JIMIIOTCHE3
d) akTuBHpyeT TepMOreHe3
e) ocnalysieT TepMOoreHe3
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3. Kiumnudeckum MapkepoM HHCYJIHHOPE3UCTEHTHOCTH SIBIISIETCS

a) MMTMEHTBIN aKaHTO3
b) bommukynspHbIi rUIepKepaTo3
C) yrpeBasi OOUIbHAs ChIIb
d) ctpumn
e) HapyIIeHHE TePMOPETYIISANN

4. B pa3BUTHM KOHCTUTYIIHOHATBHO-IK30TCHHOIO OXKHPEHHS BEIYIIYIO POJIb

urpaer

a) TIIIIHC
b) reretuueckast mpeapacioioKEHHOCTh
C) amuMeHTapHbIe (PaKTOPHI
d) meitponnpekums
e) crpecc

5. IlporpeccupoBanuto 0KUpPEHUs Y TOAPOCTKOB CIIOCOOCTBYET
a) aHeMus
b) rumoauHaMus
C) peryssipHbIi 4-5-KpaTHBII IPUEM MTHUIIN
d) oOwmyIBHBII 3aBTpaK B LIKOJIC
e) gacteie OPU

Kannuyeckue 3aga4u i CAMOKOHTPOJIS MO Teme 3
«Oxupenue y nerei»

3agaya Nel. Manpuuk 14 ner mocTynuia B OTHENICHHE C jKajloOaMu Ha OBICTPYIO
YTOMJIIEMOCTb, TOJIOBHBIE OO0JIM, MOBBIIICHHBIN alllIETUT, JKaXKIY.

W3 aHaMmHe3a M3BECTHO, YTO POAMTENIM M POJAHAS CECTpa MaJlbUMKa IOJHBIE, Y
0a0ymku no uauK Matepu — CJ1 2 tuna, y 6a0ylku 1no JUHUM OTLA —UILIEMUAYEeCcKast
00Jie3Hb cepjla, TUNepToHus. B ceMbe MHOTrO ymoTpeOssioT CIaKOro, XUPHOro,
BbITIeUkU. PeOEHOK OoT 2 OepeMEeHHOCTH, MpOTeKaBIIeH ¢ HedpomaTuen U yrpo30u
npepsiBanud. Ponsl 2, 3atskHblie. Poauiics ¢ maccoit tena 4000 rp., anunHoi 50 cm. B
panHeM Bospacte yacto 6oisen OPBU. B 5 et - coTpsicerue rooBHOTo Mo3ra.
O6bektuBHO: pocT 156 cM, macca Tena 78 kr. KokHbIf MOKpOB C ydacTKaMu

TUIEPNUTMEHTAlMY Ha 111e€ U B aKCUJUISIpHON oOnacTtu. [1oAK0XKHO - KUPOBOIL cIoit
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Pa3BUT M30BITOYHO C MPEUMYIIECTBEHHBIM OTJIOKCHHEM Ha JIUIE, TPYIH, JKUBOTE,
6€npax. pixanue BesukynsapHoe. Tonsl cepaua npuraymensl, YCC 86 B 1 mun., U/
19 B 1 mun., Al 120/70 mm. pt. cT. Ilpn nmanpnanuu KMBoTa - 0OJIC3HEHHOCTH B
npaBoM Tojpedepre, medeHb (+) 1 cM u3-mom kpas pedepHoit ayru. HapykHbie
TeHUTAINU 110 MY>KCKOMY TUITYy. BTOpHUYHBIE OJIOBBIE TPU3HAKK OTCYTCTBYIOT.
OAK: RBC - 3,9 x 10"/, Hb — 130 /1, MCV-79,0mkm®, MCH- 29,0 rir, MCHC-
340 r/n, RDW-14,0%, PLT - 250 x10%/ 1, WBC-7,0 *10° /i, w/st - 1%, ¢/ — 52%, o -
5%, 1 - 37%, M - 5%, COD 4 mm/4ac.
OAM: uBer — xenTbld, Npo3pavHasi, yA. INOTHOCTh — 1025, peakuus kucinas; Oenok
OTpHLI., caxap — HET, alleTOH — OTPULIATEIIEH.
buoxuMuyeckuii aHamu3 KpOBH: TTUKEMHs HaTomak— 6,9 MMoJb/1, oOmuit 6eok —
65,01/, xXonectepuH - 7,6 MMOJIB/II.
Pesynpratel I'TT: rmukemus HaTomak — 7,0 MMoutb/i1, yepe3 2 yaca — 11,3 MMouib/I1.
OKI': cunycossiit putm, HCC 60-80 B 1 MuH, HapyII€HUS PENOISPU3ALNN MUOKAP/IA.
VY3U Kemyao4HO-KMIIEYHOTO TPAKTa: pa3sMEpbl IMEYECHH YBEIWYEHBI, MOAYEPKHYT
PUCYHOK BHYTPUIEUYEHOUYHBIX >KEIUHBIX IPOTOKOB, CTEHKH JKEIYHOIO ITy3bIpA —
YTOJIIIEHBI, B IPOCBETE ONPEIEISIETCS )KUJIKOE COACPKUMOE.
NDA ropmonos: TTI" — 3,0 ME/n (nopmaruBHbie 3nauenus 0,2 — 2,9 ME/n), cB. T4 —
11,0 amonw/n (HopmaTuBHbIE 3HadeHus 15,0 — 25,0 amoub/1).
3ananue:

1) Onenure pusuveckoe pa3Butue u paccunrtaiite UMT.

2) OreHuTe pe3ysIbTaThl JJA00PATOPHO-UHCTPYMEHTAILHOTO 00CICI0OBAHNS.

3) Kakue OMOJIHHWTEIbHBIC HCCICIOBAHUS  HEOOXOIUMO  TMPOBECTH IS

YTOUHEHUS JuarHo3a’?
4) TlocTaBbTE AUATHO3.
5) HazoBuTe BO3MOXKHBIE OCIIOKHEHHS JAHHOTO 3a00JICBaHUS.

6) HasHaubTe JIedeHHE U OIICHUTE MPOTHO3.
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3apaua Ne2. Jlerouka 14 nmet oOpaTmiach C xaobamMu Ha 4acThle TOJOBHBIE OO,
BBIPXEHHYIO NMPUOABKY Beca 3a MOCIEAHHUM ol (Ha 8 Kr), IOBBIIICHHBIN AaIIeTuT,
OJIBIIIKY, OBICTPYIO YTOMJIIEMOCTb, HAPYIIEHUE MEHCTPYAJIbHOTO IIUKJIA.
O6wexktuBHo: Poct 170 cm, macca Tema 90 xr. Ha koxe rpyau, >XMBOTa U
MOJIKOJICHHBIX SIMOK - OOMJIMe OelecCOBAThIX U SIPKO-PO30BBIX CTPU; TUTMEHTHBIN
aKaHTO3 B 00JIACTHU IIEH U MOJAMBIIICYHBIX BIAIUH. AOJOMUHAIBHBIN TUI 0)KUPEHHUS.
AptepuanbHoe aasienue 145/85 mm pt.ct., HCC 80 B MuH. CO CTOPOHBI BHYTPEHHUX
OpraHOB IAaTOJOTUM HE BBISABJICHO. Bropuunbie nosiossie npusHaku: Ma 4 P3 MelO.
Heperyisipablii MEHCTPYaJIbHBIA LIUKJI.
Pesynbrater opansaoro I'TT: 5,9 - 9,0 mmons/n. bazaneusiii ypoBens UPU — 32
ME/n (nopma: no 17,0 mmonn/i). Coaepikanue KopTuszoia B KpoBU — 510 MMOIB/1
(ropma: 300 — 500 MMoB/).
3aganme:

1) Ouenute pusnueckoe pa3BuTHe U paccuutaiire UMT.

2) OneHuTe pe3ysbTaThl 1a00paTOPHO-HHCTPYMEHTAIBHOTO 00CIICIOBAHUS.

3) IlocraBbTe nqUarHo3.

4) Ha3HaubTe JIcucHUE.

5) Ha3zoBuTe BO3MOXHbBIC OCIOKHEHHUS M ITPOrHO3 JAHHOTO 3a00JICBAHMS.

Tema 4. 3a00/1eBaHUA KOPBHI HAANOYEYHUKOB.

3ansarue 4.1. OcTpblii M XPOHUYECKHI TMIIOKOPTHIIU3M. JTHONATOT€HeE3,
KJIMHUKA, IUATHOCTHKA, JIeYeHHe.
3ansaTue 4.2. BpoxaenHas 1ucPYHKIUSA KOPbI HAANOYEYHUKOB.

3TI/IOHaTOFeH93, KIMHHKA, JTHATHOCTHKA, JICYCHHC.

O0ocHoBaHMe U3yYeHUS TeMbl (MOTHBaNUA). HaimoueuHnKoBass HEAOCTATOYHOCTD
MPEACTABISIET COOOM OJHO W3 CaMbIX CEpPbE3HBIX 110 CBOUM IMPOSIBICHUSM U

OCIIO)KHEHHUSIM 3a00JIEBaHUM SHIOKPUHHOW CUCTEMBI. DTO OOBSICHSETCS OTPOMHOMU
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3HAYUMOCTBI0 TOPMOHOB KOPBI HAJAMOYCYHHKOB B PETYNSIMU METad0ImM3Ma,
MOJJICP)KaHUsT  TIOCTOSIHCTBA ~ TOMEOCTa3a, B  OOECMEYCHWH  aJanTalMOHHBIX
MeXaHU3MOB opranu3ma. OcoOyro OMACHOCTh [JIsl KU3HU peOeHKa Mpe/CTaBIseT
co0oli ocTpas HaJIMOYEUYHUKOBAsT HEAOCTATOYHOCTh, KOTOPash MOXET Pa3BUTHCS B
TEYCHHE  OYCHh  KOPOTKOTO  MPOMEXYTKa BpPEMEHHM W  MPEAroJiaract
HEOMaronpUATHBIN TPOTHO3 JUISA JKW3HU TAIMEHTa, MO3TOMY Bpady Ba)KHO 3HATH
SBHBIC W CKPBITBIC CHMIITOMBI 3a00JIEBaHWIA KOPBHI HAJMOYCUYHHUKOB, OOECICUUTH
CBOCBPEMEHHYIO JMAarHOCTUKY 3a00JIEBaHUs U TPABWIBLHOE JICYCHHE TPHU YIpo3e
Pa3BUTHS OCTPOU HETOCTATOYHOCTH KOPHI HAATIOUYECIHUKOB.
Heau wu3ydyeHHWsl: HAYYUTHCS IUATHOCTHPOBATH 3a00JIEBaHMs HAANOYCYHUKOB H
OKa3bIBaTh HEOTIIOKHYIO MOMOIIb MPHU yIPO3€ Pa3BUTHA OCTPOM HAIMOUYEUYHUKOBOU
HEJO0CTaTOYHOCTH.
Jist popMupoBaHusi IpoPecCHOHATBHBIX KOMIIETEHIIMM CTYI€HT H0JI5KeH 3HATh
- (pu3MONIOTMYECKYIO POJIh TOPMOHOB HAJIIIOYEYHUKOB,
- OTHOJIOTHIO ¥ TIaTOTeHEe3 3a00JIEBaHUI KOPBI HAIITOYEUYHHUKOB,

- KJIIMHUYECKHE MPOsBIICHUs 3a00IeBaHNN KOPBI HAIITOYEUYHUKOB,

- TeHE3 Y KIIMHUKY OCTPOH HAANOYECIYHUKOBON HETOCTATOYHOCTH,

-XapaKTepUCTUKY JIaDOpATOPHBIX  MOKa3zaTened mpu  3a00JIeBaHUSIX  KOPBI
HaJIITOYECYHUKOB,

- IPUHITATIBI JICYCHUS,

- MPOTHO3 3a00JI€BaHU KOPBI HAIIMTOYEUYHUKOB,

- QITOPUTM OKa3aHWsS HEOTJIOKHOW TIOMOIIM TIPH Yrpo3e Pa3BUTHS OCTPOU
HAIIIOYCYHUKOBON HEJOCTATOYHOCTH.
CTyeHT J10J17KeH yMeTh
- coOpath uH(pOpMaLKHO O OOJBHOM, MPOBECTH OOBEKTUBHOE OOCIEAOBAaHUE IIO
opraHam M CHUCTEMaM U OIICHHUTh TSHKECTh COCTOSIHUSI KyPHUPYEMOTO OOJIBHOTO;
- Ha3HAYUTh HEOOXOJMMBIC UCCIICIOBAHUS, TTOATBEPKIAIONINE HAPYIIICHUE (PYHKITUU

KOpbI HAJMIOYEUHUKOB U 00OCHOBATH JIUArHO3;
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- BBIOpATh MPABUIIbHYIO JICUEOHYIO TAKTUKY OOJBHOMY C BPOXKACHHOMN AUC]yHKIMEH
KOpPbl HAQAMOYEYHUKOB, C XPOHHYECKUM THUIOKOPTUIM3MOM, TMpPU CHHAPOME
TMIIEPKOPTULIM3MA, IPU HAJIIOYEUHUKOBON HEIOCTATOYHOCTH.

CTy/eHT 10/2KeH BJIaJeTh

- KOMIUIEKCOM METOJI0B CTaHIapTHOI'O YHIOKPHUHOJIOTMYECKOro 00CIe10BaHNS;

- METOJIaMU OLIEHKH (PYHKIIMU KOPbI HA/ATIOYEYHUKOB,;

- QITOPUTMOM OKa3aHHs TEpBOW BpayeOHON MOMOIIM MpPHU Pa3BUTHH OCTPOU

H&,Z[HO"I@IIHI/IKOBOI;'I HCOOCTAaTOYHOCTH.

Bomnpocs! AJ1s1 caMOnoOATr0TOBKH
OrnpenesieHUe U ATUOJIOTUS CUHIPOMA TMIIOKOPTU3U3MA.
Otunonorusa u nmarorene3 XHH u BJIKH.

Kimnnanka n nuarnoctuka xponnueckoit nepsuunoit HH u BJIKH.

A W o

Heonaranensiii  ckpunuHr BJIKH w© mnoka3zaHuss [jie MOJIEKYJIIPHO-
FEHETUYECKOT 0 UCCIICIOBAHUS KPOBH.

[Tpunnuns! neuyennss XHH u BJIKH.

JledyeHune ocTporo aipeHanoBOro Kpr3a Ha JOrOCIUTAIBHOM 3Tarle.

KOPPEKIIUU 3aMECTUTEILHOM Teparuu MPu HHTEPKYPPEHTHBIX 3a00JICBaHUSIX.

Hucmanceproe nHabmonenue aereit ¢ BJIKH n XHH.

© © N o o

[IporHo3 TeueHus 3a00JieBaHUI KOPbI HAATOYEYHUKOB.

MATEPUAJIBI JIJII BHEAYJJUTOPHOM PABOTHI CTYJEHTOB
OCHOBHbIE CBeIeHHs 0 TIPo0JieMe MATOJIOTHMH HAXNOYEYHUKOB Y AeTel

HaamoyeyHukoBasi HEAOCTATOYHOCTDb (TMIOKOPTUIIM3M) - TSIKEIIOE
SHAOKPUHHOE 3a00JieBaHUE, OOYCJIOBJIEHHOEC  HEAOCTAaTOYHOM MPOAYKIUEH WU
CeKpelrel KOPTU30Jia B KOpPE HAAMOUYECYHUKOB. B OOJBLIIMHCTBE cilydaeB Ae(puIuT
KOpTH30JIa coueTaeTrcs ¢ Je(UIMTOM MHUHEPAIKOPTUKOMAOB (anpaoctepona). B

KJIMHUYECKOM IIPAKTUKC B 3aBHCHUMOCTH OT CKOPOCTH PpPa3BUTHA KIMHHUYCCKHUX
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CUMIITOMOB 3a00JICBaHUS BBIICISIOT OCTPYI0 U XPOHMYECKYI0 HAJIOYCUYHUKOBYIO
HenoctaTouHocTh (XHH).

I[lo ypoBHIO  TOpaXEHUS  BBIICISAIOT  NMEPBHYHYK  HAJIMNOYEYHUKOBYIO
HenocrtatouHocth (HH), cBsA3aHHyro ¢ maTojiorMell camMoro HaJAno4yeyHUKa,
BTOPUYHYI0 — OOYCJIOBJICHHYIO CHIDKCHHOW cekperuerr rtunoduzom AKTI,
TPETUYHYI0, BBI3BAaHHYIO HApPYIICHUEM CEKPEIUU KOPTUKOTPOIUH-PUIU3HUHT-
ropmona (KPI') unu ngpyrux dakropos, ctumynupyromux Beipadotky AKTT .
Cumnrombl HH HecnenupuyHbl MU MOTYT CKpPBIBATHCS TOJI MAaCKOM pa3IMYHBIX
3a0oneBaHui: C€1a00CTh, TOBBIMICHHAS YTOMJISIEMOCTh, IUIOXOW AallleTUT, MOTeps
Beca, TOIIHOTA, pBOTA, 00U B KUBOTE, XKUAkUM cTyl. HH moxeT mposiBIsTbCS
runornukeMussMu.  I[Ipu  orcyrcrBun 3amecturensHor Tepanuun HH - sBisiercs

CMCPTCJIBbHO OITAaCHBIM 3a00JIEBAaHHUEM.

XpoHHYecKasi NePBUYHASA HANNOYCYHUKOBAS HEJOCTATOYHOCTh
Omuonamozene3. XpoHAYECKas NEPBUYHAA HAIIIOYECYHUKOBAS HENOCTATOYHOCTH
SBJISIETCS] TUOJIOTUYECKU T€TEPOTreHHBIM 3a0oiieBanueM. Y aereit npuunHoit XITHH
MoryT ObITh: aucrene3 HII, napymenus crepounorenesa (BJAKH), ayroummyHHas
nectpykuusi HII, xpoBousmusiHMe, aApeHANIKTOMUS, TyOepkyse3, X-CIeTUICHHAs
azpeHonekoaucTpodus, MeTacTa3bl, MHUTOXOHApHUAJIbHBIE Oo0je3nu. Haubonee
yactoil npuunHoil XITHH y netelt siBisieTcst 01HO U3 HACJIECTBEHHBIX 3a00JIEBaHUIA.
B Ttabmumax 9, 10 mnepeumciieHbl OCHOBHBIC HACIICICTBEHHBIE CHHAPOMBEI,

nposiBisitoiuecs nepsuyHoil HH, u nx renernueckue nedexTsl.

Tabnuua 9
Hacnencreennsle BapuaHThl nepsuyHor XHH
(Opnosa E.M., Kapesa M.A., 2008 2.)
Ho3omorus I'en
Hacneocmeennvle éapuanmol
Bpoxnennas nuc@yHKIUs KOPbI STAR, CYP11A1, HSD3B2, CYP17,

HaJI0OYEYHUKOB (7 BapUAHTOB) CYP21, CYP11B1, POR
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AyTOMMMYHHAasi U30JIUPOBAHHAs
HAANOYEYHUKOBAs HEJOCTATOYHOCTh

[lonurenHoe Haciea0BaHUE

(mpeapacmoararonme aieIu
cuctemsl HLA—- HLA-DQ, HLA-DR)

AYTOMMMYHHBIN ITOJUTJIAHAYIIAPHBIN
CUHJpoM 1-ro Thna

AIRE

AYTOMMMYHHBIN ITOJUTJIAHAYIIAPHBIN
CUHJAPOM 2-TO THIIA

IlommrenHoe HaciieqoBaHue

X-ClIeTUIeHHAs aApEeHOJCHKOAUCTPOPus

ALD

CeMeiHbIl N30IUPOBAHHBIN
TJIFOKOKOPTUKOHUIHBIN eUITUT

MC2R, MRAP, MCM4, NNT, STAR,
ALADIN

BpoxnenHnast X-cuerieHHas TUnomia3us

I'en DAX, nenenus X-XpoMOCOMBI

HAJATIOYCIYHUKOB
Cunapom Onrpoysa (CHHAPOM Tpex A) ALADIN
Cungpom Cmura-Jlemnu-Onuia DHCRY7

IMAGe-cunapom

? (Ha CErOJIHAIIHUMI I€Hb HEU3BECTEH)

Cungpom Kepuca-Ceiipa

Hedextsl MuToxoapuansHoit JJHK

Ilpuobpemennvie

6APUAHNIbI

JIBYyCTOPOHHSISI aIpE€HATIIKTOMHUS

KpOBOI/ISJ'II/IHHI/ISI B HAAIIOYCYHU KU

MeTtacTtaTryeckoe Uil HHOE OITyXO0JIEBOE
nopaxenue HIT (mumdoma u ap.)

Nudexnmonnoe nopaxenue HII
(cenTukonuemusi, TyOepKyIie3)

He nmeror renetndeckon mpupoibl
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Jdtuosorus nepsuynoin XHH
(Opnosa E.M., Kapesa M.A., 2016 2.)

Tabmuma 10

Cpennuii I'en, nedekr
[Tpnunna HH Jpyrue KIMHUYECKUE IPOSIBICHUS BO3pacT KOTOPOTO BBI3BIBACT
MaH#udec- 3a00JIeBaHUE
tarmmn HH
Bpoxnennas nucyHKIMsS KOPbI JIoXHBIN KEHCKUI repMappoaUTU3M Y [lepBbIit CYP-21;
HaAIITOYECYHUKOB™ JIEBOYCK, MPEKICBPEMEHHOE TTOJIOBOE MeECSII] JKU3HU CYP11A1; StAR
pa3BUTHE Y MAJTLYUKOB HSD3B2; POR
AYTOUMYHHBIN TTOJUTIIAHTYJISIPHBIN XPpOHUYECKUH KOKHO-CIIM3UCTBIN KaHaua03, | [locne 5 et AIRE
cungpoM 1-ro tuna (AIIC 1-ro Tuna) | rumonapaTupeos u ap.
X-clerieHHas IIporpeccupytomiee nopaxxkenue HC ITocne 3 ner ABCD1

anpeHonelikoguctpodus (X-AJIJ)**

(CHIDKEHHE CITyXa, 3peHUs, IBUTaTelIbHbIC U
MOBEJICHYECKUE HAPYIIICHUS)

BpoxnenHas runomniazus
HaAIIIOYEYHUKOB**

['MnoroHatoTPONHBIN TMIIOrOHAAN3M

[IepBrIii
MeCsII )KU3HH

DAX-1, SF-1***

Cunnpom Anrpoysa

AXaJiazusi KapJInv NUIIEBOIA, AJTaKPUMUS

Ilocne 5 ner

AAAS

CemeliHas IIIIOKOKOPTUKOWTHAS
HEQOCTATOYHOCTH 1-TO U 2-TO TUIIOB

Her

[IepBrIii
MeCsIL )KU3HU

MC2R; MRAP***

Cunnpom Kepnca — Celipa Hapyxnast odpransMorierus, MurMeHTHBIH ITocne 5 ner [TaTonorus
PETUHUT, MUOIIATHS MUTOXOHAPHAIBHON
JAHK
Cunnpom Cmurta — Jlemnn — Onuna Mukpouedanus, runocnanus u IlepBblii rox DHCRY7

KPUIITOPXU3M, 3aJEPKKaA ICUXUYECKOTO
pa3BUTHS

KHN3HU

IIpumeuanusi: * - Ha CErONHSIIHWK JIeHb u3BecTHO 6 BapuanTtoB BJIKH, kakmeiii w3 KOTOpBIX CBsi3aH ¢ Je(EeKTOM OJHOTO M3 (DEPMEHTOB

CTCPONIOTrCHE3a HAANIOYCUHNUKAX ** - 3a001eBaHUE MMPOABJIACTCA TOJIBKO Y MAJIbUUKOB; **% - U3BECTHO JABa TCHCTUYCCKUX BapUaHTA.



B nepuon HOBOPOXAEHHOCTM M B PAHHEM BO3pacTe INEPBOE MECTO CPEIH NMPUYHH
runokoptunnzma 3anumaroT BJIKH y neteit o6oero mnosa u BpoxaeHHAs TUTIOIA3Ms
HAJAMOYEUHUKOB Yy MajbuuKoOB. B Oosnee crapmieil Bo3pacTHON rpymme, Kak U y
B3pOCIBIX, HaumboJiee paclpOCTPAHEHbl AYTOMMMYHHBIA  MOJUIJIAHTYJISIPHBINI
CHUHJIPOM U aIpEHOJICHKOAUCTPOPHUSL.

IIpn nepeuunoii HH kneTkn KOpbl HAaAIIOYEUHUKOB HE CEKPETHPYIOT KOPTHU30J U
HEPEIKO - abJOCTEPOH M aHAPOTeHbl. KOPTHU30J aKTUBHO YYacTBYET B YIJIEBOJHOM
oOMeHe, SBISAACH AHTATOHUCTOM HWHCyJIMHA. HemocTarouHOCTh NEpEeYMCIIEHHBIX
TOPMOHOB TMPHUBOAMT K BBIPAKCHHBIM HAPYIIEHUSM METa0olu3Ma, B TOM YHCIE

BOJIHO-3JICKTPOJUTHOTO (pHC. 2). CXEMaTHYHO IPEJICTaBJICH IMAaTOreHe3 IEPBHYHOM

HH.

MatoreHes NepBUUYHON HAZNOYEUYHUKOBOM HeZO0CTaTOYHOCTU

— S

v

. Koptuson N A AnbpoctepoH )
[MNnoHaTpnemma
Hapywehwe AMOBO Mnepkanvemms
— [NIOKOHeoreHesa u ROBGNEMNA,
FUKOAM3a TMNOTOHMUA _
Cypoporu,
. i apuTMmm,
ageHue
nnornnKemmna A u MMOKapAMO-
noyeyHom
anctpodua
: dunbTpaunm
MnognHamms,
acTeHuA :
[MoBblWEeHMe Heﬂ,OCTaTO‘-IHOCTb
0OCTAaTOYHOro a3oTa KpoBoobpaLieHus
CHWXeHue :
afanTUBHbIX e
o AKTUBaLMA KaTabonnyeckmx
BO3MOXHOCTEMN
npoueccos
opraHm3ama S e———
~ AHApOreHsbl

Puc. 2. [latorenes nepsuunoit HH (.. Jleoos, B.A. Ilemepkosa, 2006)

s 0Oepuyuma Kopmuzona XapaxKkmepHo.



* TUIOTJIMKEMHS, TaK KaK CHHXKAIOTCSI CHHTE3 TJIMKOT€Ha B TIEYEHH U
TJIFOKOHEOTEHE3, TOBBINIACTCS YyBCTBUTEIBLHOCTh MEPUDEPUUECKUX TKAHEH K
WHCYJIUHY;

* TUNOTEH3WsS] W3-3a CHIKEHHUS UYBCTBUTEIBHOCTH COCYJIUCTOM CTEHKH K
AQHTUOTEH3UHY U HOPAIPECHAIMHY;

* TUNOAWHAMMS U aCTCHUS,

* TUNOHATPUEMHUS.

Jledpuyum anvoocmepora TPUBOJAUT K BBIPAKEHHBIM CEPJICUHO—COCYAUCTHIM

HapyIICHUSIM:

« cHmwkaercs OLIK, nmamaer AJl uz-3a cHwkeHus peabcopOumu Na B moukax,
Pa3BUBACTCS HEJIOCTATOYHOCTh KPOBOOOPAIIIEHHS H IIIOK;

* TUNEPKAIUEMHUS POSABISAECTCS apUTMHEN, MUOIIATUENW, MUOKAPIUOAUCTPOPUEH,
CyJI0pOraMu;

* CcHIWKeHHEe peabcopOumu Na B KHIIIEYHHKE BBI3bIBA€T OO B JKUBOTE U
JTHCTICTICHIO.

Hepuyum HnaonoueunHukosvix aHOpPO2eHO8 BBI3BIBACT YCWICHHE KaTa0OIUYECKUX

MIPOIIECCOB, MOBBIIICHUE YPOBHS a30TeMUU. Y MOJIPOCTKOB OTMEYAETCS 3aJepKaHHOE

adrenarche.

[Ipu nepBuunoit HH mo mexaHusmy oTpHIIaTeNbHONM OOpaTHOW CBSI3U B KpPOBU

nosbimaerca couepxanne KPI', AKTI, MCI'. Ilocnegnuii BbI3bIBAET MOBBIIICHUE

CHHTE3a MEJaHWHA, YTO KIMHUYECKH IPOSIBISIETCS TUIEPHIUTMEHTAIUEH KOXU U

CIIU3UCTHIX 000JI0YEK.

BropuyHasi M TpeTUYHAS HAANOYEYHUKOBASI HEAOCTATOYHOCTD
B naToreneTdeckoM IUIaHE LIEHTPAIbHBIE (POPMBI TUIIOKOPTHUIIM3MA OOYCIIOBJICHBI
nepunurom KPI' w/mmu AKTI. ITlpuumssl nentpansHbix Gopm HH — »at0
BpoxkneHHbit aedunut AKTI, BpoXIeHHBIM MaHTUMONMUTYUTAPU3M, NECTPYKIUS

runotagamo-runoguzapuoit odnactu (omyxonu LHC, UMT, obnydenue, sTporeHHast
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CyNpecCus TUTIOTAIaMO-THINO(H3apHON - HAJAOUYCYHUKOBON CHUCTEMBI SK30T€HHBIMU
[IIFOKOKOPTUKOUAAMH).
[Ipu uentpansubix ¢dopmax HH oTcyTcTBYyIOT CHUMITOMBI MOTEpPH COJH, T.€.
MUHEPAIKOPTUKOUAHAS ~ HEJAOCTAaTOYHOCTh  (TaKk  Kak  peryjisiiuus  CHHTe3a
aJbJIOCTEPOHA HAXOJUTCA TMOJ KOHTPOJIEM PEHUH — aHTMOTEH3MHOBOW CHUCTEMBI) U
TUIIEPIIUTMEHTALIHS.
Knunuueckue cumnmomsl HAONOYEYHUKOBOU HedocmamoynHocmu. CHUMITOMBI
XHH pa3BuBaroTcs MEUIEHHO M MPOSIBISAIOTCA TOJIbKO Tociie pazpymieHus: 80-90%
oO0beMa TKaHM HaAMOYeYHUKOB. [Iporpeccupyrommii  nepunur KopTH3oIa U
albJOCTEpPOHA TMPHUBOJIUT K HAPYIICHUSM YIJIEBOJAHOTO, >KHUPOBOrO, OEIKOBOTO H
BOJIHO-COJIEBOTO 0OMeHOB. Pa3BuBaeTCsi TruMoOHATpUEMHYECKas JAEeTUapaTaius ¢
TUTIEPKATIMEMUEH, TUIIOXJIOPEMUEN, TUIOTIIMKEMUEN, KeT0o30M. YMeHbaercs OLK,
pa3BUBaETCs METaOOIMYECKUN alMlI03, CHIDKAETCS CeplaeuyHblii BbIOpoc u A/l
(BIUIOTH 10 KoJuIarca), CHIKaeTcsl KiyooukoBas GuiabTpanus (BIUIOTh A0 aHYPHUH).
OnuuM U3 OCHOBHBIX cuMNToMOB HH siBisieTcst BbIpakeHHasi 001asi U MblllIeuHas
cmabocTh, mporpeccupyroimias Bo BpeMeHu. K xapakrepusiM cumnromMam XHH
TaKXe OTHOCSITCSI:

* CHIKEHHE alleTUTa U MacChl TENA;

* TUINOTJIMKEMUH;

* TUIOTOHMS;

* TUNEPHIUTMEHTALMS KOXKHU U CIU3UCTBIX;

e 00JIM B MBIIIIAX U CYCTaBaX;

* moxas nepeHocuMocTb OP3 u mpuBHBOK: pBOTa, Auapes, TUIEPTEPMHUS,

CyZIOpOTH;

* TOBTOpHAas pBOTA, HE MIPUHOCSIIAs 00JIETUEHUSI, TUCTICTICHSI.

Ilpu emopuynoii HH KIMHUYECKUE MPOSABICHUS HE OTJIMYAIOTCA OT TAKOBBIX MPH
nepsuyHor XHH, 3a nckintoueHneM OTCYTCTBUS TMIIEPIIUTMEHTAMA U CUMIITOMOB

runoanbaocTepoHnsma. Bmecre ¢ tem, Hapsay ¢ HenoctatkoM cexkpeunu AKTI u
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KOPTHU30J1a, PAKTUYECKH BCETIA UMEIOT MECTO MPU3HAKU HEJIOCTATOYHOCTH APYTHUX
TPOIHBIX TOPMOHOB THNO(u3a, a uMeHHO roHagoTporuuos, TTL, CTT.
IIpu nexomnencarm XHH B pe3ynbprare HeaaeKBaTHOW 3aMECTUTEIIBHOM TEpaIuu,
cTpecca, OIMepaTUBHOTO BMENIATENBCTBA, OCTPOMl MH(EKIHUH BO3MOXKHO DPa3BUTHE
octpor HH.
Knunuueckue nposenenus ocmpoii HA0nO4e4HUK0Bou Hedocmamounocmu. 1lpu
OTCYTCTBUU YKa3aHUM B aHamHe3e Ha 3a0osieBanue HII nuarnoctuka octpoit HH
ObIBaCT 3aTpyAHHUTENIbHA. XapaKTepHO BHE3AMHOE U CTPEMUTEIBHOE pPa3BUTHE
CUMIITOMOB: CHUMIITOMBI CE€PJAECYHO-COCYJUCT HENOCTATOYHOCTH (TUMOTEH3USI WU
IIOK, yYallleHHBIM MaJIbld MYJIbC, OJBIIIKA, I[MAHO3), CHU)KEHHE TeMIepaTyphbl Teia
WM JIUXOpajiKa, yCHWIeHHe MUurMeHTanuu y 6onpHbix ¢ XHH, cumntomsl «ocTporo
KHABOTAY, TOILIHOTA " pBOTa, MICUXOHEBPOJIOTHUYECKHE MIPOSBJICHUS
(3aTOPMOXKEHHOCTh, MMAPECTE3UH, CYIOPOTH, MEHUHTHU3M, 3aTEMHEHHUE CO3HAHUA,
openossle peakuun). Hapacraer runepK emus, runoNa’emus, camkaerca Hb. Tpu
HECBOEBPEMEHHOM WJIM HEAJICKBATHOW TEPANTUU BO3MOKEH JIETAJTbHBIA UCXO/I.
Juaznocmuxka. Jluarno3 XHH ycranaBnuBaeTcsi Ha OCHOBaHMHU Kajno0, aHAMHE3a,
KJIIMHUYECKOW KapTUHBI 3a0ofeBaHus M ucciaegoBaHus ¢yHkuuu kKopel HIL
XapakTepHsl cleayrolire Jadopatopubie npuzHaku XHH:
* CHIKEHHE COJIEpKAHUSI KOPTU30Ja B CHIBOPOTKE KPOBH, B34ATOU B 6-8 yTpa;
* nosbsimieHue koHueHTpauuu AKTI B 1,5 u 6onee pa3 npu nepBuunHoit HH u
CHIKEHHE (W1 HopMa) — npu BTopuuHoi HH;
* CHW)XEHHE YPOBHS IJTIOKO3bI B KPOBH;
* CHW)XEHHE YPOBHS HATPUS B CBIBOPOTKE KPOBHU;
* TIOBBIIIEHUE YPOBHS KIS B CBIBOPOTKE KPOBHU;
* TOBBILIEHUE peHnHa npu npuzHakax MK-nenocratounoctu u nedummure I'K.
B o0bem oOcnemoBaHusi TakXe BXOIUT OIEHKA CYTOYHOTO PHUTMa CEKPEIu
koptuzoyia, mpoba c¢ anamoramu AKTI, MPT romoBHOro ™o3ra wu/uiu
3a0pIOLIMHHOTO IPOCTPAHCTBA, TEHETUYECKAs BEpU(PUKALIMSL.

1. Kopmu3zon 6onee 500 HMoIb/T B 1E000€ BpeMs ucciieoBanus uckitouaer HH.
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2. Ilpu 3HaumtenbHo moBbieHHOM ypoBHe AKTI (>150 nr/mm) u ypoBHe
koptuzona <500,0 Hmonws/n auarHo3 mnepBuuHoii HH wMoxHO cuuTath
YCTAHOBJICHHBIM.

Ecnu nmanueHT modyyaeT —TUIFOKOKOPTUKOUIBL, pPEe3yJbTaThl  ONpEEICHUS
0azanpHOro ypoBHs koptuzona u AKTI HemocToBepHbI. B TakoM ciiyyae mpoBOASTCS
CTUMYJIALIMOHHBIE MpoObl. JlabopaTopHasi AMArHOCTHMKA B YCIOBUAX HEOTIIOKHOIO
COCTOSIHUS OrpaHuyeHa. (OCHOBHBIMH JIA0OPATOPHBIMM MapKepamH  SIBISIOTCS:
anuua03,  TUNEPKAIMEMUs,  TUIOHATPUEMHS,  TUIOTJIMKEMUS,  IOBBIIICHHUE
reMaTOKPHUTA, MOYEBUHBI.

Huarnoctuka u auddepeHunanbHas auarHoctuka HH mnpoBoautcs B
YCIIOBUSAX SHAOKPHUHOJIOTUYECKOTO OTAEICHUS.
Jleuenue XHH. llpenapatom BwiOOpa npu Jseuennn XHH y nereir siBisiercs
TUAPOKOPTU30H. JlJIsi 3aMeCTUTETBbHOM Tepanuu TPUMEHSIOT TabJeTUPOBAHHBIN
ruapokoptu3oH (Kopred) B 103e oT 8 10 10 Mr/Ha M2/cyTku B Tpu npuema (B 7-14-
22 yaca), pexe — IpeaHU30J0H 2-3 Mr/M2/cyTku B 2 npuema. [ mapeHTepabHOTO
BBeJIeHUs ucnoiib3yeTrcs: Comy-kopTed (cyxoe BEIECTBO Il HHBEKIUI BO (hjIaKkoHe,
coxepxkameM 100 Mr ruIpoOKOPTU30HA HATPUSA CyKIIMHATA C pacTBopuTeneM 2,0 M1 B
ammyne). Jlng  BOCHONHEHWS  JAePUIMTA MUHEPAIKOPTUKOUIOB  MPUMEHSIOT
Ta0JeTUPOBAHHBIN  aHajmor  anmpgoctepoHa KopruHed B HHAMBUAYATHHO
nogoOpannoi no3e 0,05-0,2 Mr B CyTKH.
Ilpu omcymcmeuu npenapamog 2UOPOKOPMUZOHA — B03MOJNCHA €20  3AdMEHd
IKBUBANEHMHBIMU 003amu npenapamog: 20 Mr TUAPOKOPTU30HA IKBUBAICHTHO 5 MT
npenau3onona i 0,75 Mr gekcaMmeTra3oHa.
B cnyuae ummepxyppenmuuvix 3ab6oneéanuti  nanumentam ¢ XHH nHeoOxomumo
yBemmuuBate 103y ['KC B 2-3 pa3a paBHOMEpHO B TeueHue CyTok. llpm
HEBO3MOXKHOCTH TEPOPATLHOTO TIpHeMa MpenapaTtoB HEOOXOAWMO B/M WM B/B

BBEJICHUE TUAPOKOPTU30HA B YBeNIMUEHHOMU 1103€. Jlo3a MK MOkeT He MEHATHCS.
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Takmuka npu MmanouHEA3UGHBLIX npouedypax (IK3aMEHbI, CTPECChHl, MPUEM Y
CTOMATojora): 3a 2 4aca J0 HOpOUEaypbl 03y THUAPOKOPTHU30HA OJHOKPATHO
YBEJIMUUBAIOT B 2 pasa.
Ilpu «manvix emewamenscmeax» (IKCTpaKIysi 3yOOB, KOJOHOCKONHS W JPYTHUE
JTUArHOCTUYECKUE MPOIEAYPHI): HAKAHYHE BMEIIATEIbCTBA Ha3HAYAIOT Oa30BYIO 03y
ruapokoptu3ona (Kopred) wu Koprtuneda. VYTpom mnepen BmemaTelbCTBOM
HaszHayatoT Comny-kopred: npu Bece pedenka 10 15 xr — 12,5 mr/mM2; mpu Bece 6oJee
15 kr — 25 Mr/mM2 (To ecTb mpuMepHO 25 Mr) , 1ub0 JIBOWHYIO 103y KOpTHUHE(a.
[locne BMemarenbcTBa MPHU  BO3MOKHOCTHM — SHTEPATIBHOIO  MUTAHUA  JIAlOT
TabneTupoBaHHble Ipenapatsl — KopTted B yaBoeHHOM n03e; KoptuHed — B npexHein
no3e. ClequTh 3a YpOBHSIMM Kalusi, HaTpHs, INIIOKO3bl B miasMme. Ha crnenyrommii
JI€Hb BO3BpaIlaloTcs K 0a30BOM 103€ Ipenapara.
Tepanusa aopenanosozo kpu3a y nayuenmoes ¢ HH.
Jlo rocnuTanu3alnuy BBOJUTCS B/M TMAPOKOPTU30H 25 -50 Mr (u3 pacuera oT 2 10 4
Mr/kr Maccel Tena). bpuragoir CMII rocnurtanu3upyercss B CTalMOHap - B
SHJOKPHHOJIOTUYECKOE OTIECICHUE WINM II0 MECTY XUTEIbCTBA B IEIUATPUUECKOE
OTJIEJICHUE.
B cmayuonape:
o T'unpoxoptuson (Comny-xkopted) 100 mr/mM2 60J110CHO;
e 0,9% NaCl u 5-10 % rimroko3a B repBbie CyTkH > 2,0 /M2 TTOBEpXHOCTH Teja
(B 1-# wac mo 400 -500 mM1/M2) TIOJT KOHTPOJIEM TEMOIUHAMUKH, DJIEKTPOJIMTOB
Y YPOBHSI IJTFOKO3bI B KPOBHU;
e ['ugpokoptuson (Comy-kopted) 100 — 200 Mr/mM2/cyT B/B KaneabHO B T€YEHUE
1-2 cyTok moa KOHTpPOJIEM YPOBHS Kaivs, HATpHs, rIoKo3bel B kKpoBu, YHCC u
AJl xaxxaele 2 yaca;
e [lpu HOpManM3aUU COCTOSIHUSI U YPOBHEH Kalusl M HATPUS - IEPEXO] Ha B/M
BBEJICHUE TUAPOKOPTH30HA - Kaxzable 4-6-8 YacoB B 3aBUCHMOCTH OT
coctosiHus OombHOTO: 1O 25-50-75 Mr Ha HWHBEKIUIO, - C MOCTEHNEHHBIM

CHIXKEHHUEM J03bl U [IEPEX0JI0M HA EPOPAIBHBIE MTPEIIAPATHI.
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B nepBble CyTKH J€4eHHs 103a THAPOKOPTH30HA MOXKET cocTaBiATh 0T 300 — 600 Mr
10 750 -1000 Mr B 3aBUCMMOCTH OT BO3pacTa MU COCTOSIHUS OOJIBHOTO.

[Tpu oTCyTCTBHM TUAPOKOPTH30HA BBOAUTCS 25-30 MI MpeIHU30JI0HA B/B CTPYHHO U
B/B KaIleJbHO B TOH ke no03e Ha 0,9% pactBope NaCl. Kaxnpie 4 waca nmpeaHu3010H
nobasisiercst B pactBop. llocie ymydieHuss COCTOSIHUS TPEAHU30JI0H Ha3HAYaIoOT

BHYTPb U COYETAIOT C MPUEMOM KopTuHeda.

Bpoxknennas  aucpyHkuus  kopbl  Haagnoyeunukos (BIAKH,
aIPCHOTCHUTAJILHBIA CHHAPOM, BPOXIACHHAS HAANOYEYHHUKOBAsA

TMIEepPIVIa3us) - 5TO Tpymma 3ab0JIeBaHU C ayTOCOMHO-PEIIECCHBHBIM THIIOM
HACJIEOBaHMsl, B OCHOBE KOTOPBIX JIEKUT Je(eKT (EPMEHTHBIX CHCTEM,
y4acTByIomuX B 6mocunTeze kopruzoia (F). Camerit yacteiii gedext—aedunur 21-
ruapokcunasel  (P450c21). PacmpoctpanenHocts kimaccuuecknx ¢opm  BJIKH
cocrapisieT nmpuMepHo 1:14000 HOBOPOKACHHBIX.

Amuonozua. Jlepext 21-ruapokcuiiazsl 00yCI0BIEH MHOIOYUCIEHHBIMU MYTalUSIMH
rena CYP21, kogupyrouiero 3Tot pepmeHT. ['eH pacnonoxeH Ha KOPOTKOM Iuieye 6-
1 XpOMOCOMBI PSIJIOM C IJIaBHBIM KoMIuiekcoM ructocoBmectumoctd (HLA). CYP21
— XOpOUIO M3YYEHHBIA I'€H, OMUCAHbI AECATKU MYTALMM, NPUBOIAIIUX K AEPEKTY
P450c21. [lenenusi reHa TMPUBOAUT K TIOJHOM yTpaTe aKTUBHOCTH (pepMeHTa U K
Pa3BUTHIO COJIbTepsiOIIel (OopMbl, NMpU coXxpaHeHuu 1-2% akTUBHOCTH (hepMeHTa -
k BUpwiIbHOii popme (AI'C); coxpanenne 30 -50% akTtuBHOCTH (depmMeHTa - K
HeKJIaccudeckoi popme B ripe — 1 myOepTaTHOM BO3pacTe.

Ilamozenes. ®epment 21-ruapokcunaza — P-450-3aBucumeiii hepMeHT — ydacTBYyeT
B Mpollecce OMOCHUHTE3a KOpTHU30Jia U ajbaoctepona. Ero aktuBHocTs mpu BJIKH
cHmkeHa. CHuKeHue OMOCHHTE3a KOpTH30yia MpuBOAUT K mnoBbimieHUt0o AKTI u
Pa3BUTHIO THUIEPIUIA3Ud KOPbl HAANOYEYHUKOB, HAKOIUICHUIO METabOJIUTOB,
npenuiecTByromux JAedekTHoMy 3Ttamy crepoujorenesa: 17-OH-mporectepona u

aHAPOTreHOB, OMOCHHTE3 KOTOPHIX HE 3aBUCUT OT 2 1 -TUAPOKCHIIA3HI.
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Pazgutne  MHUHEpPANKOPTUKOMAHOW  HEAOCTATOYHOCTH  PA3NMYHOM  CTENEHU
BeIsIBIIsIETCT V 75% nereit ¢ nmedummrom 21-ruapokcwiasel. CHIDKEHHE YPOBHS
aJIbJOCTEPOHA MPUBOJNUT K CHU)KEHHMIO peadcopOLMM HATpus B MOYKAX, K MAJICHUIO
€ro KOHIIGHTpalluM B KPOBM W K rumnepkanmueMuu. Pesympratom aeduimra MK
apisiercss runoNa'emus, runepK'emus, moTeps >KMAKOCTH, anuao3. B oTBeT Ha
cHIKeHHe BbIpaboTkn MK (amppocTepoHa) BO3pacTaeT pPEHUHOBAsT AKTUBHOCTh
IJ1a3Mbl, IOBBIIIAETCS YPOBEHb aHTMoTeH3uHa |l.

Knunuka. Kinuandecku pasnnyatoT 3 (opmbl 3a00JI€BaHUS:  CONbMEPAIOUL)IO,
npocmylo  8upunivbHylo U Heknaccuveckyr. Kinaunyeckyio ¢opMy 3aboneBaHUS
00yCJIOBJIMBAET CTENEHb HETOCTATOYHOCTH KOPTH30J1a U aJIbJIOCTEPOHA.
llpenamanvuasn  eupunuzayus. Knaccuueckuit  Bapuant agedunututa 21-
TUAPOKCUIIA3bl MPUBOJUT K BBIPAXKEHHOMY HM30BITKY AaHIPOT€HOB BHYTPHYTPOOHO,
YTO MNPUBOAUT K BUPWIM3ALUMU HApYXHbIX reHuTanuii. IIpeamonaraercs, d4ToO
aKTUMBHAs BUpWIM3aLUs IUloAa HauuHaercs ¢ 20-i Hexenu OEpeMEHHOCTH, KOrna
dbopmupyetrcs Biusinue AKTI Ha »MOpHOHANBHBIM HAAMOYEYHUK W HAYUHACT
CHUHTE3UpPOBAThCA KOPTHU30Jd. Y IUIofa »keHckoro nona (46, XX) HapyxXHbIE
reHuTaIMd OyayT (OpMUPOBATBCS TNOJ BIMSHHEM H30BITKA HAJIOYEYHUKOBBIX
aH/JPOTE€HOB U K MOMEHTY POXKJIEHUS HAPY>KHbIE T€HUTAIUU JEBOYKU OyIyT UMETh
OMCeKCyalbHOE CTpPOEHHUE: TUNEepPTPOPUI0 KIWTOpAa U Pa3IMYHOM  CTENEeHHU
BBIPQKEHHOCTH CpAllEHHE MOLIOHOYHOTO IIBA. BapuaHThl pa3IMyHON CTENEHU
BUPHJIN3AIMH HAPY)KHBIX TCHUTAJIMI PaHKUPYIOTCs Ha 5 cteneneit (Prader):

* 1-4 crenenp — runepTpodusi KIUTOPA U HOPMAJIBHBIN BXOJ BO BJIArajMILE;

* 2-5 CcTemeHb — TUNEPTPO(Hs KIUTOpa M UYACTUYHOE CpalleHUE OOJBIINUX
MOJIOBBIX TYO (BbICOKAs 3aIHSAS CIIaliKa);

* 3-51 CTENEHb BUPWIM3AINH — KIUTOP TUIEPTPOPHUPOBaH U chopMHUpOBaHA €T
rOJIOBKa, CpalleHHe IMOJIOBBIX T'y0 (OpMHUPYET ypOT€HUTANbHBIN CHHYC —
€MHOE MOYETI0JIOBOE OTBEPCTUE Y OCHOBAHHUSI KIIUTOPA;

* 4-5 creneHb — runepTpoGUPOBAHHBIN KIUTOP HAMOMUHAET HOPMAJIbHBIM

MOJIOBOM YJIEH, HO MMEETCS €ro MCKpuBlieHHe ((pukcanus K MPOMEKHOCTH),
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YPOT€HUTATBHBINA CHHYC OTKPBIBAETCSI HA CTBOJIE UJITU TOJIOBKE MOJIOBOTO YJieHa

(meHuanbHas yperpa).
VY MajapbuMKOB NP POXKICHUM HAPYKHbIE TEHUTAIUA COOTBETCTBYIOT MOJIy peOeHKa,
MOET OTMEYAThCS HEOOJIBIIOE YBETUUEHUE MOJOBOrO YJICHA.
Ilocmuamanvuas eupunuzayus. llocie poOXIEHUS CHUMIITOMBI aHAPOTEHU3AIUU
HapacTalT y AeTedl o0oero mona. Y JAEBOYKH YBEJIMUYMBAIOTCS pa3Mepbl KIUTOPA,
OTMEYAeTCSd €ro HampshkKeHue. Y MallbYMKOB YBEIMYMBAETCS IOJIOBOM 4YIIEH,
nosiisitores spekuuu. K 1,5 -2 rogam y neredt o0oero mojia MOSBISIETCS TOJIOBOE
OBOJIOCEHHE, 3aTeM - yIpH, TUNEPTpoPHUpyeTcs MYCKynarypa, IpyOeeT roioc,
JMHEWHBIA POCT YCKOPEH, HO 30HBI POCTa 3aKphIBalOTCS paHo — K 7 — 10 romam.
WctunHbll myOepTar y HENEYeHHBIX OOJBHBIX HACTYMaeT MO3JHO. Y JI€BOYEK
AUYHUKA YMEHBIICHBI B pa3Mepax ¢ SBICHUSIMH TOJUKHCTO3a. XapaKTepHO
HapyllleHue MEHCTpyalbHON GyHKUUU. Y MajdbuukoB GYHKIMS TOHaa Oolee
coxpanHa. OiHaKo, Ipy MO3AHO HAYaTOM JICYEHHUU y JeTeil 000ero moja BO3MOXKHA
OPeKICBPEMEHHAs ~ aKTUBAIUSl  TUNOTAjJaMO-THMO(U3apHOM  CHUCTEMBI U
IIPEXKIEBPEMEHHOE IT0JIOBOE PA3BUTHE.
Cunopom nomepu coau. IlonHas nmoTepst akTUBHOCTH 2 1 -TUJIpOKCUIa3bl MPUBOIUT K
CHIDKEHHIO OMOCHHTE3a M KOPTHU30Ja, U allbJJOCTEPOHA U PA3BUTHUIO COJbTEPSIOIIEH
(GbopMbI, MpencTaBISAIONICH Cephe3HYI0 YIpo3y JKHM3HM peOeHka. Uepe3 HEeCKOJbKO
nHen nocne poxaeHus (9 -10 geHp) pa3BUBaeTCs TUIEPKATUEMUS U TUIIOHATPUEMUS,
yacTasi pBOTA, BBIPAKECHHAS MOTEPsl KUAKOCTH W Macchl Tena. [lpu orcyTcTBUU
Tepanuu MOKET HACTYITUTh CMEPTh peOeHKa.
Hexnaccuueckas gopma oepuyuma 21-euopoxcunaszvl JOCTUTAET B 0OIIEH
nonyisiua g0 0,3%. Y 3TuxX Jereid OTCYTCTBYIOT CHMIITOMBI MOCTHATaJIbHOM
BUpWIM3alMU. Y JeTeil 000ero mojia HauboJiee 4acThbiM CHUMIITOMOM 3a00JIeBaHUS
ABJISIETCSL PaHHEE TMOSBJICHUE JIOOKOBOIO U aKCHJUISIPHOTO OBOJIOCEHHUs (aapeHapxe).
OTMeuaeTcsi yCKOpEHHE TEMIIOB POCTa U KOCTHOI'O CO3PEBAHMSI, HO KOHEUHBIA POCT

HC IIPCBLIIIACT TI'CHCTHYCCKH O)KH)IaeMBIﬁ n Jdaxe MCHBIIC (HpI/I HO3)1H€I>1
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JIMArHOCTUKE). Y JeBOYEK MyOepTaTHOro BO3pacTa M y JKEHIIMH XapaKTepeH
rupcytusm, HM® u I1KS, uro npuBoaAuT K GECILIOANIO.
HMuaznocmuxa

e HeoHaTaJbHBIA CKPUHUHI W KOHCYJbTallMs OJHAOKPUHOJNOra JIeTed C
MOJIOKHUTENBHBIM CKPUHUHIOM, TO €CTh C MOBBIIIEHHbIM ypoBHeM 170H-IIT.
IIpy TNOBTOPHOM TECTUPOBAHMM OJHOBPEMEHHO OIIPENCISAIOT YPOBEHb
ANEKTPOJIUTOB M PEHHUHA, IMOBBIIIEHHE KOTOPOrO SIBISETCS MapKepoM
AepUIIITa MUHEPATIKOPTUKOUIOB.

o [Ipu Hexnaccuueckol ¢opme Oegpuyuma 21- 2udpokcunazvl BBISBISIOTCS
noBblIeHHbIH ypoBeHb 170H-III, 6a3zansHoro u ctumynupoBanHoro AKTI
MIPOBOJIAT MOJICKYJIIpHO-TeHeTHYeCKnid aHanu3 rena CYP21.

e ['eHeTMYECKOE TECTUPOBAHUE IPUMEHSAETCS B KadyecTBE BTOPOIO JTala B
COMHUTEJIBHBIX CIIy4asiX U IPU CEMENHOM F€HETUYECKOM KOHCYJIbTUPOBAHUMU.

Jleuenue. B neuenun BJ/IKH ncnonbe3yercs:

1. 3amecTuTenpHas Tepamus aHaJOraMu KOPTU30Ja U allbJocTepoHa. Cxembl
mepanuu 3aeucam om eo3pacma:

* HoBOpOXJI€HHBIE U TPYIHBIE IETH:

— ruApokopTH30H TabnetupoBanHbiii (Kopted) 12-20 mMr/m2/cyTku;
— koptuHed 0,05 — 0,2 Mr/cyTKu.

» Jletu npenyOGepTaTHOro BO3pacra:

— ruApokopTu30H TabnetupoBanHbiii (Kopred) 10-15 mr/m2/cytku;
— koptuned 0,05 — 0,15 mr/cyTkmu.

* Jletu myOepTaTHOTO BO3pacTa:

— ruApokopTu30H TabnetupoBanHbiid (Kopred) 12-20 Mr/m2/cyTku;
— koptuned 0,05 — 0,2 Mr/cyTKu.

2. Xupypruueckoe JedyeHue MpoBoauTCa B 1 ToJl ¥ 1o noka3zaHusm (y J€BOYEK C

BBICOKOM CTENEHBIO aHAPOr€HU3ALMH) BBINOIHAETCS 2-U 3Tall JICUEHUS IpPH

JOCTHUKCHUHU XOPOUICT'O YPOBHA 3CTPOICHU3AIINNA.
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Jleuenue npu ocmpueix cocmoanusax. Pemaercsa Bonpoc, KOraa U Kak yBEIUYUBATH
7103y TOPMOHOB?

* HWudexunonnsie 3abofeBaHUS C TUNEPTEPMHEH: MpPU  BO3MOKHOCTH
NEPOPaATLHOTO MpUEMa /103y KopTeda yBeTU4UuTh B 2-3 pasa.

» TacTposHTepUThl ¢ 00€3BOKMBAHUEM: IMPU HEBO3MOKHOCTH MEPOPATIHLHOTO
npruemMa BBOJUTh TUJPOKOPTU30H B/M WM B/B - HOBOPOXJIECHHBIM U
JOMIKOJIBHUKAM - 25 Mr; mkoabHUKaM — 50 Mr: B3pociibiM — 100 mr.

* XuUpyprudyeckue BMEIIATENbCTBA: BBOAWTH T'HAPOKOPTU30H B/M  WIHU
BHYTPUBEHHO HOBOPOXKJICHHBIM U JOMIKOJBHUKAM - 25 Mr; mKoJpHUKaM — 50
MT; B3pocibIM — 100 mr.

[Ipu pa3BuTHM aAPEHATIOBOTO KpH3a TAKTUKA OKa3aHUs MOMOILMY TaKas K€, KaK U MpU
pazBuTuu anpenanoBoro kpuza npu HH. TpeOyercs mapeHTepanbHOE BBEACHHE
TIIFOKOKOPTUKOWAOB. Jl0o rocmuTain3aiuu - TuIpokopTr3oH 25 -50 mr B/M (ot 2 1o 4
Mr/kr Maccel Tena). bpuragoit CMII rocnurtanusupyercs B cranuoHap (B
SHAOKPHHOJIOTUYECKOE OTIEICHUE WU IO MECTY KUTEIHCTBA).

B cmayuonape copmonsi 6600umcs no cxeme:

e ['uapokoptusoH (Comy-kopted) 100 mr/mM2 60J110CHO;

e 0,9% NaCl u 5-10 % riroko3a B repBbie CyTkH > 2,0 /M2 OBEPXHOCTH Teja
(B 1-i1 wac no 400 -500 mM/M2) TIOJT KOHTPOJIEM TEMOJUHAMUKH, DJIEKTPOJIUTOB
Y YPOBHS TJIFOKO3bI B KPOBHU;

e ['ugpokoptuson (Cony-xkopred) 100200 mMr/mM2/cyT B/B KaneJabHO B T€UEHUE
1-2 cyTok moja KOHTpOJIEM YPOBHS Kajusi, HaTpusl, r1toKo3bl B kpoBH, YCC u
AJl xaxxapie 2 yaca.

[Ipn HOpmanM3auUu COCTOSIHUSL U YPOBHEW Kajausi U HATpus - IMEpPexXo]l Ha B/M
BBEJICHHUE THAPOKOPTH30HA (Kaxkable 4-6-8 4YacoB B 3aBHCHUMOCTH OT COCTOSIHHS
6osbHOrO: MO 25-50-75 Mr Ha HMHBEKIHIO) C TOCTENEHHBIM CHIKCHHEM J03bl U
MepexooM Ha TNepopalbHble mpenaparbl. Kopred Ha3HadalT 0Opu  J103€

TUAPOKOPTU30HA MeHee 50 MT/CyTKH.
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B nepBble CyTKM J€4eHHs 103a THAPOKOPTU30HA MOXKET cOoCcTaBiATh OT 300 — 600 Mr
10 750 -1000 Mr B 3aBUCHMOCTH OT BO3pacTa U COCTOSIHUS OOJIBHOTO.

[Tpu oTCyTCTBHM TUAPOKOPTH30HA BBOAUTCS 25-30 MI MpeIHU30JI0HA B/B CTPYHHO U
B/B KareapHO Ha 0,9% pactBope NaCl B Toii ke mo3e. Kaxxapie 4 aca npeaHU30JI0H
n06aByATe B pactBop. Ilocne ymydineHus: COCTOSHHSI — MPEIHHU30JI0H Ha3HAYArOT

BHYTPb U COYETAIOT C MPUEMOM KopTuHeda.

I[eHTeJILHOCTL CTYACHTOB Ha ITIPAKTHYCCKOM 3aHATHH

IIpu Kypauum NanreHTa CTyIeHTHI JODKHBIL:

- Ha OCHOBAaHWHW aHAMHEe3a U OOBbEKTHBHBIX JAaHHBIX BBIIBUTH Y OOJBHOTO CHUMITTOMBI
HapymeHus (PyHKIIMN KOPBI HAATIOYCTHHKOB,;

- MPOBECTH TIOJHOE KJIMHUYECKOE OOCIeOBaHUE, OLEHUTh PEe3yJIbTaThl
1a00paTOPHO-UHCTPYMEHTAILHOTO  00CJIe10BaHus, 000CHOBaTh JMArHo3 U
OTIPEIIETUTh TAKTUKY JICUCHHUS.

Ilpumepvr nocmpoenusa ouaznosa.

Jlnaraos: Bpoxxnennas quchyHKIHS KOPbI HAAMIOYSYHUKOB, COJIbTEpstomas (hopma.
Jlnaruos: Bpoxxaennast quchyHKIMS KOpbI HAAMOYSYHUKOB, HEKIIaccudyeckas (opma.
[{narno3: [lepBuyHas XpoHUYECKass HAANOUYECIYHUKOBASI HEIOCTATOYHOCTD.

/IlnarHo3: AyTOMMMYHHBIN NOJITIAHAYJIAPHBIA CHHAPOM 1-TO THIIA.

TecToBbIe 3a1aHUs AJI1 CAMOKOHTPOJISI 10 TeMe 4
«3a0os1eBaHus KOPbI HAINIOYE€YHUKOB)
Bo ecex 3a0anusx ykasxcume oOun npasuivbtulil omeem

1. Kakue ropMOHbBI CUHTE3UPYIOTCS KOPOIl HAATIOYEYHUKOB
a) KOpTHU30JI
b) anpenanun
C) HOpaapeHaINH
d) AKTT
2. BblpaboTka KakMX TOPMOHOB KOpbl  HAJMOYEYHUKOB  PETyIUPYETCS
TUIO0TaNaMO-TUNIO(U3apHON CUCTEMOM
a) KOPTHU30JI

113



b) HOpanpeHamuH
C) nodbamuu
d) anpaocrepon
) axpeHalIuH
3. HazoBute ropmonansHbii Mapkep BJIKH mpu omenke HeoHaTalIbHOTO
CKpUHHHTA
a) TecToCTepoH
b) 17-OH-nporectepon
C) MpOrecTepoH
d) AT'DA-c
€) AMTUAPOTECTOCTEPOH
4. Kakue WU3MCHCHUS B MOHOTPAMME HIOJITBEPKIAIOT HAJINYHE
MUHEPATKOPTUKOUTHON HEAOCTATOYHOCTH
a) IMOBBIIICH KaJUi M MarHuu
b) moBbIIeH kAW ¥ HATPUH
C) MOBBIIICH KA U CHIDKEH KaJIuii
d) moBbIIIeH KA ¥ CHUKECH HATPHiA
€) CHIDKEH KaJlui M HATpHUit
5. C HapyiieHneM BbIpaOOTKH KaKMX TOPMOHOB CBsI3aHa (peOXpPOMOLIUTOMA
a) ACTPOTCHOB
b) anaporeHon
C) KaTeXO0JaMUHOB
d) uncynuHa
€) MeJlaTOHHWHA

Kiannndyeckue 3a1a4uu JJIs CAMOKOHTPOJIS 110 Teme 4
«3a00/1eBaHHUs KOPbI HAANIOYECYHHUKOB)
3agaua Nel. B peanumanrionHoe otnenieHue WH(PEKITMOHHOW OONBHUIIBI MIEPEBEICH
IBYXJIETHUH PEOCHOK ¢ JUar€Ho3oM: MEHHWHTOKOKKOBAasS WHQEKIHS, THKEIIoe
teueHne. OOBEKTUBHO: COCTOSTHUE pPeOCHKAa KpalHE TSHKENIoe, COMop, Ha TYJIOBHIIE
uMeeTcs 0O0MIbHas moMMop(Has ChIllb reMopparundeckoro xapakrepa, AJl - 70/30
MM. pT. CT., Opagukapausi, THIOHATPUEMHS, THUIICPKAIUEMHUS, CHIKCHHE

KITyOO4YKOBOH (unbTparuu, meradbonuaeckuit arumao3 JIBC- cunapom.

3amanue:
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HazoBuTe 0ci0KHEHNSI MEHHHTOKOKKOBOW HH(EKIINH Y TAHHOTO peOeHKA.
Kakue nomnomHUTENbHBIE NCCIEIOBAHNS HEOOXO0IUMO MMPOBECTH?

Ha3naubTe SKCTpEHHYIO T€panuio.

> W npoe

ITocTaBbTe AWAardHo3 U Ha30BUTC IIPUYMHBI U MCXaHU3MbI PAa3BUTHUA YKA3aHHBIX

MPU3HAKOB?

3amaya Ne 2. Manpuuk 10 €T ¢ JAWMArHOCTUPOBAHHOM  XPOHHUUYECKOM
HAAMOYEYHUKOBOM HENOCTAaTOYHOCThIO (B 8-JIeTHEM BO3pacTe) >KallyeTcsi Ha
MBIIIEYHYIO CI1a00CTh, OOJIE3HCHHBIE «ITOKAIBIBAHUS» U CYIOPOTH B MBIIIIAX PYK U
HOT, JIOMKOCTh Horted. Ilpm oOcienoBaHun OOHApyXEHbI TMOJOKUTEIbHBIE
cumntomMbl XBocteka U Tpycco, ynnunenue uHtepBasia QT nHa DKI'. B Guoxumuu
KPOBH BBISIBJICHBI ClielyIolue nu3mMeHenus: raukmus 3,0 mmous/in, K — 5,0 Mmmoub/i,
Na — 130,0 mmons/i, Ca obmuii — 1,9 mmoas/n (Hopma 2,1-2,6); Ca++ - 0,85
mmods/n (Hopma 1,1-1.3); P — 2,0 mmosbe/n (Hopma 0,8-1,6). YpoBeHb IEIOYHOM
(dbocdarazbl B KpOBU HE UBMEHEH.
3ananue:

1. Ouenute pe3ynbTaThl IPOBEACHHBIX UCCIICIOBAHUI

2. Bamr npeanoioxXuTenbHbIA uartos?

3. Kakue nonomHuTebHBIC UCCAEAOBAHUSI HEOOXOIUMO TTPOBECTH?

4. Kakas mpu4yrHa MOTJIa IPUBECTH K PA3BUTHIO TaHHOW MMATOJIOTUH?

3apaua Ne 3. HoBopoxkaeHHbI ManbuuK B Bo3pacTe 10 gHEil moctaBieH Opuraiaoit
CKOpOW MOMOIIM B XUPYPIHMUECKOE OTAENIEHHUE IETCKON OOJBHULBI C JUArHO30M:
[TunopocteHos. Co cioB MaTepu, Ha 7 I€Hb MOCJE BBITUCKHU U3 POIIOMA y MaJbuHKa
MOSIBUJIUCh CPBITUBAHUS M OECIOKOMCTBO, a uepe3 3 JAHS - €XEIHEBHO pPBOTAa,
IpUCTYNnooOpa3Hble 00JIM B KHUBOTE, IUIOXOM ammeTuT. IIpm ocmoTpe cocrtosiHue
TSOKENoe, pPEOEHOK  BsUIbIA, O00E3BOKEH, «MPaMOPHBIA  PUCYHOK»  KOXH,
TUIEPIUTMEHTAlUs COCKOB W MOIIOHKUA. PBoTa ¢donTanom. Ilepucranbpruka B

MpoIlecce OCMOTpa KUBOTa Xopoio BuaHa. [Ipu mabopaTopHom obcrenoBanuu B 6/x
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aHanu3e KpoBu: obmmii 6emok 60 r/m; OumupyOouH obmuii 13,7 MKMOJIB/J, TIIFOKO3a
1,8 mmonw/m; kanmuit 5,8 MMoutb/i1, HaTpuil 129 MMOmB/71, KpeaTHHUH — 46 MKMOJIB/ 1.
3aganue:

1.01uenuTe pe3ynbTaThl IPOBEACHHBIX UCCIICIOBAHUI

2. Bam npeanonoxuTeabHbIi Juardos3?

3. KakoBa Bamra TakTuka?

4. OueHute nNporHo3 3a00JeBaHUsI.

3amaya Ne 4. B mnpuemHblii MOKOW HETCKOM OOJIBHUIBI JIOCTABJICH MajlbYUK B
Bo3pacTe 1 Mmecsiua B TSKEIOM COCTOSIHMM. MaTh NpeabsBiseT kKajloObl Ha
CPBITMBAHUS U PBOTHI, KOTOPHIE MOSBWINCH BCKOPE IMOCJE BBIMMCKA W3 POAAOMA U
YYaCTWINCh B Tociennne qau. Macca npu poxaenun 3500 r, qouHa — 52 cM. [Ipu
ocMoTpe pedeHoK ucrolieH, Macca tena — 3100 1, BeIpakeHbl CUMIITOMBI KCUKO3a.
Koxa cyxas, Onennas. Cockud TpyJIHBIX jKelie3 MUTMEHTUPOBaHBbL. TOHBI cepila
npurayimensl, YCC — 160 B 1 munyty. Co CTOpOHBI APYTUX BHYTPEHHUX OPTaHOB 0€3
ocobennocteil. CTyll Mpu OCMOTpPE MOIY>KUIKHUM, 0€3 MaTOJOTMYECKUX MPUMECEH.
MeHMHTeaIbHBIE CUMITTOMBI OTPUIIATEIbHBIE.
3aganue:

1. Kakue 3a0oneBaHusi B pPaHHEM BO3pacTe MOTYT OOYCIOBUTH DPa3BUTHE

MoJ00HON KIMHUYECKOW KapTHUHBI?
2. CocraBbTe 11aH 00Cye10BaHus 00IBHOTO.

3. CocraBbTe aITOPUTM OKa3aHMs HEOTIOKHON TTOMOIITH.

116



Tema 5. Hapymenust pocra. Kinaccupukauus popm 3aaep:kku pocra.
CoMaToTponHasi  HeEAOCTATOYHOCTb, JITHOJIOTHS, KJIUHHYECKHE

0CO0EHHOCTH, AMATHOCTHKA, JI€YECHHUE

OO0ocHOBaHMe W3y4YeHHMS] MATOJOTMH PpocTa (MOTHBAUMA). 3aJIepKKa pocTa
ABJIIETCS OJHOM W3 4YacThIX IPUYMH O0OpaIlaeMOCTH K Bpady - Ieauarpy |
SHAOKpHHOJOry. Ilo [MaHHBIM NONYJALMOHHBIX HCClenoBaHuid 3% JIE€TCKOro
HaceneHuss Poccuiickonn ®Depepanuu  CTPagarOT HU3ZKOPOCIOCThIO.  [IprumHBI
3aJIep)KKM pOCTa TIETEPOreHHbl, B CBA3M C YE€M HEOOXOAUMO IPOBEIACHHE
CBOEBPEMEHHOTO  KOMIUIEKCHOrO  oOcienoBaHust il JudgepeHnraibHon
JUArHOCTUKHM KJIMHUYECKUX BapHAHTOB, OT IPABWIBHOIO OIPENEICHUS KOTOPBIX
3aBUCHUT JAJIbHEWIIAs TAaKTHMKAa BEACHUS IMalMEeHTa U ero nporHo3. CoBpEMEHHbIE
BO3MOKHOCTH TOPMOHAJIBHOW JTMATHOCTUKU M MOJIEKYJIIPHOM T€HETHUKU IO3BOJISIOT
YCTAHOBUTH 3THOJIOTHIO y MOJABJISIOLIEIO YHUCIA JETEH C 3aJEepKKOM pocTa, a C
BHEJIPEHUEM B KIMHHYECKYIO MPAKTHUKY PEKOMOMHAHTHBIX MpENapaToB T'OPMOHA
pocTa TOSIBWIACh pPEaJbHAs BO3MOXKHOCTh ITOJIHOLEHHOM MEIUMLMHCKOW H
COLIMAJIBHOM peadminTauuu OOJIbHBIX € Ae(UUIUTOM ropMOHa pocta. Bmecte ¢ Tem,
HEpEeJKO MMEET MECTO MO3/JHee oOpalleHue JeTel K 3HIOKPUHOJIOTY BCIIE/ICTBHE
OTCYTCTBHSI HAaCTOPOKEHHOCTH y NEAMATPOB K MpolOseMe 3afepKku pocta. Bce
BBIIIIECKA3aHHOE O0S3bIBAECT Bpauel—TeAUaTpPOB 3HATh KPUTEPUU OTOOpa NETer ¢
OTCTaBaHUEM POCTA ISl KOHCYJIBTALMM Y SHIOKPUHOJIOTA U TPHUHIUIIBI HA3HAYEHUS

IIpernapaToB FOPMOHA POCTA AETSAM C OTCTAaBaHUEM POCTA.

[lesm wu3y4yeHms: OCBOWTH COBPEMEHHBIC METOIbI  AHTPOIIOMETPHYECCKUX
MCCJICIOBAHUM U OBJIAJIETh aJITOPUTMOM JUATHOCTUKH U JICUCHUS] HanOO0JIee BaXKHBIX
(dbopm HapylIeHHit pocTa.

Jlist popmupoBanust TpoPecCHOHATBHBIX KOMIIETCHIINHN CTYIEHT J0JI5KeH 3HATh:

- PeryJISIUIO MPOIECCOB pocTa (BHYTPUYTPOOHO M TOCTHATAILHO),

- TeMITbI pocTa peOeHKa,
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- KJTacCU(PMKAIUIO TIPUYWH 33JIEPKKU POCTa,
- IOHSATHE ¥ IPUYUHBI BEICOKOPOCIIOCTH,
- 3TUOJIOTHIO U TATOTreHe3 coMaToTponHoi HepoctaTounoctu (CTH),
- Mmetozsl quarHoctuk CTH n manrunonuryntapusma,
- MOKa3aHus IS JISYEHUs IIpernapaTaMu ropMOHa PoOCTa,
- nporuo3 npu CTH u nanrunonutryutapusme.
CTy/neHT 10/2KeH YMEeTh:
- coOpaTh aHaMHE3 U MPOBECTU OOBEKTUBHOE OOCIEIOBaHHWE MO BCEM OpraHaMm M
cucteMaM pebeHKa ¢ 3aaepxkkoi pusnyueckoro pazpurtus (3DOP),
- paccunTaTh SDS pocTa 1 KOCTHOTO BO3pacTa,
- COCTaBUTb IJIaH 00CIIe1I0BaHuUS,
- TIPOAHAJM3UPOBATH M WHTEPIPETUPOBATH MMEIONIUECS JTaHHBIC JTAOOPATOPHBIX U
MHCTPYMEHTAJILHBIX METOJIOB 00CIIeI0BaHNUS,
- 00OCHOBAaTh M TOCTABUTh JIMAarHO3, CHOPMYIMPOBAB €r0 B COOTBETCTBUU C
KJ1accuuKanuen,
- Ha3HAYUTH JIeYeOHOE MTUTaHUe ¢ yueToM 00X Gaktopos u npuunuH 3DP,
- COCTaBUTb IIJIaH JICYCHUS U JUCIIaHCEpHOro Ha0moaeHus pedenka ¢ 3DP.
CTy/leHT 10JI2KeH BJIa/IeTh:
- KOMIUJIEKCOM METOJIOB CTaHJapPTHOTO KIMHUYECKOTO SHIOKPHUHOJIOTHUYECKOTO
oOcneioBanusl (AaHTPOMOMETPUS, BU3yaIbHO-NANIBIIATOPHAS OIIEHKA IIUTOBUIHOMN
’KEJIe3bl, HAPY>KHBIX TEHUTAINH, TPYIHBIX Keje3);
- anrroput™MoM auarHoctuku CTH m maHrunonurynrapusma.
Bomnpocsl 1151 CaMONIOATOTOBKH
1. 3apepxka pU3NIECKOTO Pa3BUTHSI K1 HU3KOPOCIOCTh: ONPECICHNUE, TPUIHHBI.
2. l'unoduzapHblii HaHWU3M: JTHOJIOTHSA, IMATOTCHE3, KiIaccU(HKaIus, KIMHHKA,
JTMAarHOCTHKA.
3. Muddepennmanbuprit JIMarHO3  Pa3JIMYHBIX dbopm HU3KOPOCJIOCTH
(KOHCTUTYIIMOHATBHAS ~ 3aJep’KKa  pocTa,  CceMelHas  HHU3KOPOCIOCTh,

runonuTyutapusm, cuaapom IlleperieBckoro-TepHepa, THIOXOHAPOILIA3HS).
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4. JleueHre BapraHTOB 3aJI€P>KKH POCTa U HU3KOPOCIOCTH.

5. lucnancepHoe HaOIIOJEHUE ACTEH C 3aePIKKON U OTCTABaHUEM POCTa.

6. BeicokopocnocTs:  ompezeNieHHe,  NPUYMHBL,  KIMHUKA,  JUArHOCTHKA,
audepeHInanbHbld AMarHO3 Pa3INYHbIX (OPM BBICOKOPOCIOCTH (ceMeiHas
BBICOKOPOCIIOCTh, MPEXKIEBPEMEHHOE I0JIOBOE pa3BUTHE, cUHAPOM MapdaHna,

cunapom Knaindenbrepa).

MATEPHUAJIBI JIJISI BHEAYJIUTOPHOM PABOTHI CTYJIEHTOB

OcHoBHbIE cBeleHUs 0 (U3MO0JIOTHH U NIATOJIOTMH POCTA

Ponv 2opmonoe 6 pezynauuu pocma. HopMalbHBIM TPOLIECC POCTA W PaA3BUTHSA
pebeHka 00ecreurnBaeTCsi COBMECTHBIM BIUSIHUEM MPAKTUUYECKU BCEX aHAOOTUYECKUX
TOPMOHOB, OJTHAKO Ha Ka)KJIOM 3Tale *U3HU peOeHKa Kakoi-1100 U3 aHab0IMYeCKUX
TOPMOHOB TPOSIBIISIET 0COOCHHO BBICOKYIO aKTUBHOCTBH. B mepuoi BHyTpuyTpOOHOTO
Pa3BUTHUS 3HAYUTEIBHBIA POCTOBOM 3(DPEKT OKa3bIBIOT TUpeouiHbie TopMoHbI (TT),
CTI, wmm TOpMOH pOCTa H IUIAUCHTapHbBIM JakToreH. TI° BiIHMAOT Ha
muddepeHMpoBKY U CO3pEBaHUE TKaHEH, B TOM YHCJIE€ KOCTHOW, CTUMYJIHPYIOT
CUHTE3 U cekpenuto ropmoHa pocta (I'P), yckopsis nuHEHHBIH pOCT MIoJa U
HOBOPOXJIECHHOTO. PaHHMI BO3pacT OTJIIMYAETCS BBICOKMM YpoBHEM TI', KOTOpBIE
00ecreuynBalOT OKOHYATEIBbHOE CO3PEBAHME OPTraHOB W CHUCTEM U, MPEXKIE BCEro,
HHC u I'P. Tlocne 3-4-x JeT KU3HU M 10 HACTYIUICHUs IyOepTara MpeBaTupyroT
npoiiecchl auHeHHOro pocrta. [lomoOubiit >ddext obecneunBaeTcss B OCHOBHOM
aHa0OJIMYECKUM JEHCTBHEM TOpMOHa pocta. Ha 3TOM 3Tame >KU3HU TEMIIbI pocTa
COCTaBJIAIOT 5-6 CM B TOJI.

I'opMoH pocra oOnamaer BBIPAXEHHBIM aHA0ONMMYECKUM  aelicTBueM. [P
CTUMYJIMPYET TPOIYKIHMIO TJIOKO3bl TE€UEHBbIO TOCPEJICTBOM 2-X MPOLECCOB:
[JIIOKOHEOreHe3a W riaukoreHonusa. OaHako, JO CUX TMOp OKOHYATEIbHO HE
BBISICHCHO, Ha KaKOW M3 BBINICTICPEUNCIICHHBIX MPOIIECCOB OH JCHCTBYET B OOJIbIIICH

crenenu. ['P HUIrpacT 3HAYUTCIIbHYIO POJIb B JIUMIIHAHOM oOMeHe B II€UCHH: BIMSIET Ha
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Hakoruienue TpuriuiepuaoB (TI) u ux cekpemuto. B xupoBoii Tkanu [P
CTUMYJIHMPYET JUMOIN3, CIOCOOCTBYSI HAKOTUICHHUIO JIUIHIOB B MBIIIIAX.

I'P oTHOCHTCA K BaXHEMIIMM KOMIIOHEHTAM TOPMOHAJIBHOW CHUCTEMBI PETYISLHUU
MeTabonu3Ma KOCTHOM TkaHM U (OCPOpPHO-KAIBIMEBOTO OOMEHa, Kak H
TUPEOKAIBIIUTOHUH. ['P OKa3bIBaeT BIMSHUE HA MPOAOJIBHBIA POCT KOCTH, CKEJIETHOE
CO3peBaHME M HAKOIUICHHME KOCTHOM Macchl. AmnHabomuueckuit »ddexr TP
MPOSIBIISICTCS. M B YBEJIMYEHUH MBIIICUYHON Macchl peOeHKa, CIOCOOCTBYSl YCHIICHUIO
ero ¢usmyeckoit akruBHoctu. Pocrctumymupyronmit addext CTIT omocpemyercs
UHCYNTUHONOA0OHBIMU  (pakTOopamu pocta (M®DP), koTopeie oOpasyrorcs mof
BiusiHueM CTI' B meuenu u apyrux tkaHsx. Pocroseie daktoper UOP-1 u UDP-1I
UTpalOT BAXKHYIO pOJIb B Pa3BUTHM IUIOJA, a B IMOCTHaTadbHOM mepuoae NOP-I
YYacCTBYET B PETYJSILUU POCTA, KOHTPOJIUPYS MO MPUHLUIY OOpPAaTHOM CBSI3U CHUHTE3
comatonubepuna u comarocratua u cekpeuuto CTT. Ilpu nedunure I'P ypoBHU
N®OP-1 B criBopoTke kpoBu cHukeHbl. I[loctymienne ['P B kpoBsiHOe pycio
OCYILECTBIISIETCS SMU30JUYECKH, B ITYJILCOBOM PEXKUME, C BO3PACTOM ITYJIbCHPYIOIIAs
cekpeuuss usMensercss u nociae 40 ner cexkpeuus I'P mocreneHHO CHMKaercs.
Punusunr ropmona pocra (I'P-PI") ctumynupyet BeicBoOoxaenue I'P u3 runodusza u
nponudepanuto  comatorpodoB. Ilymscupyromass cekpeuuss [P sBusercs
pe3ysibTaTOM  OJHOBPEMEHHOIO  CHIDKEHUSI  OCBOOOXAEHHUS ~ COMATOCTaTHHA
TUIIOTaIaMyCOM M NOBbIIeHUs1 akTuBHOCTH ['P-PT.

MomisabiM anabomnueckuM 3¢hdEeKToM 007Iaar0T MOJIOBBIE TOPMOHBI, YCKOPSIS Kak
JUHENHBIN pocT, Tak U auddepeHunpoBky kocteil ckenera. Ha ¢one mybepraTtHOoro
MeproJia MOBBIIIAETCS  YPOBEHb MOJOBBIX TOpMOHOB M [P, uyto cmocoOcTByer
YCKOpEeHHOMY pocty moapoctka (1o 10-15 cm B rom). B To ke Bpems moJIOBBIC
TOPMOHBI YCKOPSIOT Tpotecchl JudpepeHurnpoBaHusi KOCTEN CKelleTa, B Pe3yJsibTare
4Yero MpPOUCXOJIUT CIAUSHUE SMU(U3apHBIX IIEJIe U MpeKpauaeTcs pocT YeIoBeKa.
Bo MHOroM OKOHYaTENbHBIA POCT B3pPOCIOIO YEJIOBEKA ONpPENESEeTCS CpOKaMU
Hayaya u NpoA0LKUTENIBHOCTBIO MyOepTaTHOro nepuoaa. Cpoku Hayasla U XapakTep

TeueHus myOepTaTa TeHETUUECKH IETEPMUHUPOBAHBI.
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B mporeccax pocta BaxHYIO pojib UTPAET MHCYJIMH, OOECIEUNBAIOMINN YCUIICHHBIN
cUHTE3 Oenka U MeTaboyn3M B 1esioM. B Toxke BpeMs TITIOKOKOPTHKOUIBI CIIOCOOHBI
TOpMO3UTh cekpeunto I'P u oka3piBaTh KaraOosnyeckudl 3(QeKT, aKTUBHUPYs
MIPOLIECCHI TIIFOKOHEOTEHE3A.
MHorounciaeHHble HEIHAOKPUHHBIE U 3HJIOKPUHHBIC NMPUYMHBI 33JEPKKU pPOCTa Y
AeTel mpeacrasicHsl B kKiaaccudukarusa J.I1. Kacarkunoii (2004 ropx).

Bce »HAOKpUHHO-HE3aBHCHMBIE (OPMBI 3aE€PKKH pOCTa MPOTEKAIOT 0e3
CYLIECTBEHHBIX U3MEHEHUHN CO CTOPOHBI SHAOKpUHHOU cucteMbl. Hanbonee yacToi
byHKIIMOHANBPHOW ~ (OPMOM  3aJ€pKKHM  pocTa Yy  TOAPOCTKOB  SIBIAETCS

KOHCTUTYIIMOHAJIbHAS 3a/IepKKa pocTa U mybepTara.

ComaToTponHasi HeI0OCTATOYHOCTD

CoMaToTponHasi HeIOCTATOYHOCTh (TMIONMUTYHTAPU3M) — 3TO JHAOKPUHHOE
3a0oseBaHue, OOYCIOBJICHHOE TMOJHBIM WM YAaCTUYHBIM IOJABJICHHEM CEKpElUu
OJHOTO wWiIu Oosiee TOpMOHOB aneHorumnodusza. Haubonee yvacTo BcTpeuaercs
nepunutr CTI, koTOpelii MOXKET OBITh HM30JMPOBAHHBIM WM COYETATHCS C
ne(UUUTOM JAPYTUX TPOIMHBIX FOPMOHOB. YacToTa pacnpocTpaHEHHOCTH AeduiuTa
CTT y neteit konebaetcs ot 1:4000 mo 1:10 000 HOBOPOKACHHBIX.

PaznmuuaroT Bpo:KIeHHbIH M npuoOpereHHbIl Aedpuuut ropmonHa pocra (I'P).
Bpoxnennslii u3onupoBaHHblid gedpuuut I'P 00ycnosien natonorueit rena I'P num
rena penenropa PI'-I'P. OcHoBoli MHOXECTBEHHOro ae(uIMTa TOPMOHOB
ajieHorumnodusa dJaie SBISOTCS mytaruu Pit-lrena (umeetr mecto nedumur I'P,
ITPJI, TTT) wnimu Prop-lrena (xapaktepen aedurut I'P, TIPJI, TTI, AKTI, I'TT-
TOHAJOTPOITHBIX TOPMOHOB).

Haunbonee wactoil mpuuuHoOi mnpuoOpereHHoro neduumra ['P saBigroTca omyxonu
[HHC (B nmerckoMm Bo3pacTe HamOoJiee YacTO BCTpedaeTcss KpaHuodapuHTeoMa),
oOnyuyeHHe TOJOBBI M IIeW, WH(QEKIIMOHHBIC 3a00JIEBaHUS MO3ra, THUCTHOIIMTO3,
TOKCOIIa3M03, poAoBbie TpaBMbl Wi UMT. Dtuonorus aepuuura ropMoHa pocra

npesacrasicHa B kinaccudukanuu List, Ranke M.B., 1999 r.
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Kuaaccupuxanus popm 3a1epKKU pocTa y 1eTeHd U MOAPOCTKOB
(2.11. Kacamxuna, 2004 2.)
1. DHIOKPUHHO-HE3aBUCUMbIe BADUAHTHI:
1.1. ComaTtoreHHooOycOBICHHBIE. BpokieHHbIe U MPUOOPETEHHBIE XPOHUYECKUE
3a00JIeBaHus, COMTPOBOKAAIOIINECS:
1.1.1 I'unokcuei.
1.1.2. Anemueii.
1.1.3. HapyiieHrem nuTaHusi ¥ IpOLECCOB BCACHIBAHUSI.
1.1.4. Hapymienrem GhyHKITUN TTOYECK.
1.1.5. Hapymenuem QyHKIMH TICYCHHU.
1.2. [TaTonorust KOCTHOM CHUCTEMBL.
1.3. I'eneTnyeckne U XpOMOCOMHBIE 3a00JI€BaHUS.
1.3.1. IlpumopinabHBIA HAHU3M.
1.3.2. Cunnpom llepemeckoro-Tepuepa.
2. KoHCTHTYIIHOHAJIbHBIE 0COOEHHOCTH (PU3UYECKOT0 PA3BUTHS:
2.1. Cunzpom no3aHero myoepTrara.
2.2. CeMeliHasi HUBKOPOCIIOCTb.
3. JHAOKPHHHO-3aBUCUMbIe BAPDUAHTHI:
3.1. ComaroTporHas HeIOCTATOYHOCT:
3.1.1. ITanrHIONIU TYUTAPU3M:
3.1.1.1. Unnonarnuecknii BapuaHT.
3.1.1.2. OprannyecKkui BapuaHT.
3.1.2. M3onupoBanHbii AeUIIAT TOPMOHA POCTA:
3.1.2.1. BeipaxxeHHBIH 1ePUITUT.
3.1.2.2. YacTuuHbIi 1epUIINT.
1.1.2.3. CenextuBHbIN AehunUT (HEHpOCeKpeTopHass NUCYHKIUS HAOTIOJAETCS Y
OOJIBIIIMHCTBA JETEN C CEMEMHOM HU3KOPOCIIOCThIO).
1.1.2.4. IlcuxocouunanbHbIA HAHU3M.
1.1.3. Cungpom Jlapona.
1.2. Jlepuut THpEOuAHBIX TOPMOHOB:
1.2.1. Knaccuyeckuii BApUaHT THIIOTUPEO3a.
1.2.2. JIerkuii BapyuaHT rUNOTUPE03a (IOMUHUPYET KIMHHUKA 3a/I€PKKU POCTA).
1.3. Hapymienue ypoBHS OJIOBBIX TOPMOHOB:
1.3.1. I'mnoronagu3m.
1.3.2. 3agepxKa moJ0BOrO pa3BUTHS.
1.3.3. IIpexxneBpeMeHHOE MOJI0BOE pa3BUTHE (B aHAMHE3E).
1.4. N30BITOK IITFOKOKOPTHUKOHJIOB.
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ITHOJIOTHA 1eUIUTA TOPMOHA POCTa
(KIGS Aetiology Classification List, Ranke M.B., 1999)

1. Houonamuueckuii depuuum zopmona pocma
1.1. Unuonatnueckuii neunutT ropMoHa pocra (Kimaccudeckas Gopma)
1.2. Heiipocexkperopnas aucdyukuus (HC/)

2. lecpuyum 2opmona pocma uzeecmnozo npoucxorcoenusn (0p2anuyecKuil)

2.1. Bpootcoennasa gpopma
2.1.1. I'enemuueckue npuuunsvl depuyuma 20pmona pocma
2.1.1.1 INatonorus rera GH-1 (tum 1A, noMHUHAHTHBIN/PEIIECCUBHBIN)
2.1.1.2. TTaronorus rera GH-1 (apyras)
2.1.1.3. [Tatonorua resa GHRH
2.1.1.9. IlaTosorus Apyrux reHoB
2.1.2. Ilamonozus pazeumus ueHmpaibHOll HEPEHOU CUCH EMbL
2.1.2.1. Cenro-onTuyeckas AUCILIa3Us
2.1.2.2. Ilycroe Typenkoe ceaio (BKIOYast aria3uio runodusa)
2.1.2.3. CuHIpOM COTUTAPHOTO BEPXHEUEIOCTHOTO pe3la
2.1.2.4. Pacuienvina HeOa
2.1.2.5. ApaxHouganpHas KUCTa
2.1.2.6. BpoxneHnHas ruapouedanus
2.1.2.7. T'unonna3us ageHorunodusa, amiasus TunoGu3apHond HOXKKH,
AKTOMUA HeHporumnodusa
2.1.2.9. Ipyrue
2.1.3. KomnieKkcHblit CUHOPOM 8POIHCOCHHO20 dehuyuma 20pMOHA pocma
2.1.3.1. [Tanuuronenus @aHKOHU
2.1.3.2. Cunnpom Purepa
2.1.3.3. CuHOpOM 3KTOAEPMATBHON AUCILIA3UH
2.1.3.9. ipyrue
2.1.4. IlIpenamanvnas ungexyus
2.1.4.1. Kpacnyxa
2.1.4.9. dpyrue
2.1.5. Cunopom ouoneakmuenoz2o 20pMoHa pocma
2.1.5.1. Kowarski tun
2.1.5.9. Ipyrue
2.1.6. @ynkyuonanvholii depuyum 2opmona pocma
2.1.6.1. TTaTonorus peuentopa K ropMoHy pocta (Tumn JIapon)
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2.1.6.2. ledexrt peuentopa k [’ P/moctpenentopusiii nedexrt
2.1.6.3. PezucrentHocTh K TP®

2.1.6.9. ipyrue

2.2. Ilpuoopemennbslit dedhuyum zopmona pocma

2.2.1. Omyxomnu raunoTajaMudeckoit/runodusapHoii odiactu
2.2.1.1. Kpanunodapuareoma

2.2.1.2. I'epmuHOMa (IUCrEPMUHOMA, TIMHEATIOMA)

2.2.1.3. 'amaptoma

2.2.1.9. Ipyrue

2.2.2. Ommyxoiu Mo3ra, He CBSI3aHHBIE C TUIIOTANIAMO-TUIIO(PU3aPHOI 001aCThIO
2.2.2.1. Actporutoma

2.2.2.2. DnuHauoma

2.2.2.3. I'nmoma

2.2.2.4. MenymnobnacToMa

2.2.2.5. HocornoroyHas oImyxoJib

2.2.2.9. Ipyrue

2.2.3. Jleuenue no noeoody onyxoJieii 6He 20,106H020 M032a
2.2.3.1. Jlelikemus

2.2.3.1.1. JIumpoOnacTHbIH J€HKO3

2.2.3.1.2. MuenoOnacTHbIH JE€HKO3

2.2.3.1.3. Anmactuyeckas JIeUKeMus

2.2.3.1.9. Jlpyrue

2.2.3.2. Jlumdpoma

2.2.3.2.1. Jlumpoma XomKKIHA

2.2.3.2.1. HexomxkuHckas muMdoma

2.2.3.2.9. dpyrue

2.2.3.3. ConunHas Onyxojib

2.2.4. Ipyrue npuyurHbl NpUOOPETEHHOTO Ae(ulnTa TOPMOHA poCcTa
2.2.4.1.TpaBma roJioBbl

2.2.4.2. Nudekius eHTpaTbHON HEPBHOM CUCTEMBbI
2.2.4.3. T'unpouedanus

2.2.4.4. 'panynemaTo3Hble O0JIE3HU

2.2.4.5. I'nctuounTos

2.2.4.6. AHOMaIUA COCYJIOB

2.2.4.9. Ipyrue
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B nambonee pacmpoctpaneHHod (opme comaTOTpomHas HEAOCTATOYHOCTH
MpOSIBIIAETCS CUHAPOMOM  HaHu3Mma. Hanuzm — KIUHUYECKUM  CHHAPOM,
XapaKTEPU3YIOIIMNCS PE3KUM OTCTaBaHueM B pocre u @OP, cBsa3aHHBIN C
aOCOMIOTHBIM WM OTHOCUTENbHBIM nedunutom ['P. K mromsm kapiaukoBoro pocrta
OTHOCAT MY>K4MH, UMEIOIKX pocT Hrke 130 cm, u xeHmuH — Huxe 120 cm.

VY OosbimivHCTBA OOJBHBIX BO3HUKAET MATOJOTUSA PEryJSUA U CEKpPEIUu
JIPYTUX TUMO(PU3APHBIX TOPMOHOB, KaK IMPABUJIO, UMEIOTCS HAPYIICHUS CEKPELHUU
OCT, JII', TTT', 4TO0 COMpOBOXKAAETCSA PA3IUYHBIMU COUYETAHUSMU SHIAOKPUHHBIX U
OOMEHHBIX HAPYIICHHUH (TaHTMIOMUTYUTAPHBIN HAHU3M).

BonbnHCTBO (pOpM COMATOTPONHOM HETOCTATOYHOCTH SIBJSIIOTCS T€HETUUYECKUMU,
IIPU ATOM Yallle UMEETCS MEPBUYHAS MATOJIOTUS TMIIOTAaJaMUYECKOTO Xapakrepa, a
HEJIOCTATOYHOCTh TOPMOHOB TiepeAHel A0ju runodusza — 3TO0 BTOPUYHOE SIBJICHUE.
Boinenensl renernyeckue (opmbl HaHU3Ma C WM30JUPOBAHHBIM jaedexkrom [P mpu
nenenuu rera I'P u ¢ 6uonorndeckoit HeakTUBHOCTHIO ['P B CBsI3M ¢ MyTanuei 3Toro
reHa. Hanusm, o0ycioBieHHbIN nepudepruyeckoil TKaHEBOM HEUYyBCTBUTEIBbHOCTHIO
k ['P, cBs13aH ¢ 1euuToM COMaTOMEIMHOB WK JIe(eKTOM perenTopoB k I'P.
N3menenuss metabojiM3Ma XapaKTEPU3YIOTCS TUMOTIMKEMUYECKUM CHUHAPOMOM
BCJICJICTBUE CHIDKEHHOTO CHHTE3a TJIIOKO3bl B MedeHW. HapylieHue JIWnuaHoro
oOMeHa TPOSBISIETCS U30BITOYHBIM BECOM U JUCIHUIHMICMHUEH. XapaKTepHbI
OCTEOTEHUsI, UCTOHUCHHE KOCTeH, 3ajepkka IU(PHEpEeHIMPOBKH U OKOCTEHEHUS
ckenera. BHyTpeHHME OpraHbl THITOTIIIACTUYHBI, MBIIIIIBI Pa3BUTHI Cl1a00.
Knunuueckue ocodennocmu cunonumyumapuszma
* BbIp@XEHHas HU3KOPOCIOCTh (POCT HUXKE 3-ro nepueHTwiIs wid menee 2,0
SDS ot cpemHedl = MOMYJNSIIMOHHOW IS COOTBETCTBYIOIIETO
XPOHOJIOTUYECKOTO BO3pacTa),
* [OCTHATaJbHOE OTCTABAHUE B POCTE,
* IPOTPECCUPYIOIIEE 3aMEIJICHUE TEMIIOB POCTa, CKOPOCTh POCTa y JETEM C
CTH cocrasnser He 6onee 4 cm/roa, SDS pocra = - 2,0 - 2,5 SD u meHnee,

IIpu 3TOM HUMCCT MCCTO OTCTaBaHHC KOCTHOI'O BO3pacCTa Ha 2 u Ooiee JIET.
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[Ipy HamMuuu 3TUX AAHHBIX Y KOHKPETHOrO MAallMEeHTa, €My HEO0OXOAUMO
uckioyats nepuuut I'P.

Ecnu 3a0oneBaHue BBI3BAHO TEHETHMUECKUMH JepEeKTaMH, OTCTaBaHHUE B POCTE
HaOJII0/IaeTCsl YK€ C MEPBBIX MECSIEB JKU3HU, MPU TMOBPEKIECHUU THUIIOTAIaAMO-
runo@u3apHoil 001acTy BO BpeMsl POJIOB OTCTaBaHUE MPOSBISETCS Mo3/Hee - ¢ 3-4
JIET, a B clly4ae MPUOOPETEHHBIX MPUYUH — OOBIYHO € 5-7 JIeT.
Knunuuecku ons oemeti ¢ 2unonumyumapuzmom XapaKkmepHo.

* MPONOPIUOHATBHOCTD TEIOCIOKEHHUS

* MEJIKHE YEPThI JIUIA («KYKOJIBHOE JIUIIO»)

* TUIOIIMKEMHUHU B paHHEM BO3pacTe

* 3aJIepKKa CIIOHTAaHHOTO MMyOepTaTa WM TUIOTOHAN3M

* Kak IpaBUJIO, HOPMAJILHOE MHTEIUIEKTYaIbHOE Pa3BUTHE.
Hetn ¢ CTH, He mosyyaBlIME JICUEHHE TOPMOHOM POCTA, UMEIOT KpallHE HU3KHI
KOHEUYHBIA POCT, OTCTaBasi OT CBEpCTHUKOB OT - 4,0 10 — 8,0 SDS.
Juaznocmuka comamomponHoil He00CMamouHoCmu
T'opmonanvruas ouacnocmuka. B cBsa3u ¢ HemH(DOpPMATUBHOCTHIO Mokasarens ['P B
kpoBH Hatomak (Hopma - 0,0 - 10,0 ur/mn), ana nuaraoctuku CTH ucnons3yrores
npoObl Ha crumymsanuio CTI. OHEM OCHOBaHBI Ha CHOCOOHOCTH Pa3IMYHBIX
dbapmmpenapatoB (KJIOHWIWHA, WHCYJIMHA, TJIIOKaroHa © Jp.) CTUMYJIUPOBATH
cekperrto U BeiIOpoc [P comarorpodamu aaenorunoduza. IIpoObl mpoBoasTCs
TOJIBKO B CTHEIIUATTM3UPOBAHHOM OT/ICJICHUH 1101 HAOJII0JICHUEM Bpaya.
IIpoba ¢ uncynunom: MHCYIUH BBoauTcd B/B u3 pacuera 0,1 en /kr maccel Tena.
3abopbl kpoBHu Ha uccienoBanue ['P mpoBoastcs wa 0, 15, 30, 45, 60, 90 u 120
MUHYTE (TTOCTOSIHHBIN MOHUTOPHUHT TIuKeMun). [Ipoba cuntaercs BHIMOIHEHHONW MpU
CHWKEHUU TJIMKEMUH 10 YPOBHA <2,2 MMOJIb/JI.
Ilpoba c knogenurnom: knodbenuH naercs BHyTpb B go3e 0,15 mr/ m2. 3a00pbl KpoBU
Ha uccienoBanue ['P Gepyresa na 0, 30, 60, 90,120 munyTax. Benercs mocTosSTHHBIHM

MOHUTOpUHT A/l
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Oyenka pe3yibmamos 2OpMOHANbHLIX Hazpy30unbix npod. Ypoenb CTI" Ha mpobe >
10 ur/mn cBuperenscTByeT 00 otcyrcTBumM Aeduimra ['P. Ilpu yposusix CTI nHa
npoOe 10 7 Hr/mi aquarHoctupyercs adcomoTHeil nedunut ['P, npu yposusx CTI
Ha nipobe ot 7 mo 10 Hr/mn - wactuusblii neuuut ['P. Bmecte ¢ pesynpraTamu
CTUMYJIALIMOHHBIX Mpo0 B guarHoctuke CTH wucnonp3yercs mokaszareib ypOBHS
N®P-1 (ogHako ero HOpMalibHBIN YpOBEHb HE UCKII0YaeT nuarHo3 nedummra CTT).
OuenuBarorcs Takxe ypoBau TTT, ¢T4, I1PJI, kopTh301a U MOJIOBBIX TOPMOHOB IIPH
OTCYTCTBUHU MPHU3HAKOB IMyOepTaTa y MaJIbUMKOB MPU KOCTHOM Bo3pacTe B 13 1er, y
neBouek — B 12 jet. [Ipu cuHapome HecaxapHOro awabera MPOBOIUTCSA Mpoda o
3UMHUIIKOMY U 10 TIOKa3aHMIM - Mpoda ¢ cyxoeaeHueM. B anroputM oOcienoBanus
BXOJIAT TaKXe ONpeJesieHne KOCTHOro Bo3pacta, MPT runoranamo-runodusapHoit
00JIaCTH U MO MOKa3aHUAM - MOJIEKYJISIPHO-T€HETUYECKUI aHAJIH3.
Jleuenue comamomponnoit Hedocmamounocmu. JIEKapCTBEHHbIC IIPENAPATHI
rOPMOHA pOCTa MPEACTaBIAI0OT co0oi pekoMOuHaHTHBIN [P (XymoTpomnuH, pacraH,
T€HOTPOIHUH, HOPAUTPOIMH), KOTOPBIM Ha3zHaudaeTcs aAeTsM ¢ gokazaHHoi CTH B
noze 0,033 mr/kr maccel Tena B cyTku. B myGeprare — no3a npenapatos ['P moxer
ObITh Bbille — A0 0,05 mr/kr maccel Tena/cytku. [Ipemapat BBOIUTCS MOIKOXKHO,
€XKXETHEBHO HAa HOYb, OJJHOKPATHO.
Kpurepun npekpamienus repanuu ['P: noctrkenne couuaibHO MPUEMIIEMOIO POCTa:
MaJbYMKU - 165 cM; meBodkHy - 155 cM; 3akphITHE 30H pocTa (KOCTHBIN Bo3pacT - 16
JIET); HU3KHUE TeMIIbl pocTa Ha (hOHE JICUEHUS — MEHEE 2 CM B TO/I.
JledeHne MHOXECTBEHHOTO JAe(UIMTa TOPMOHOB aJ€HOTMNO(pHU3a BKJIOYAET
Ha3HAYEHUE

— IpenapaTroB rOPMOHA pPOCTa,;

— THUPEOUJHBIX MPENApaTOB MO KOHTpoJeM cT4;

— TJIFOKOKOPTUKOUIOB IIpU T0Ka3aHHOM BTopuuHo HH;

— TIOJIOBBIX TOPMOHOB (NP KOCTHOM Bo3pacte 13-14 5ier U mosioKHUTeIbHON

npo0Oe ¢ ananoramu JII'-penu3uHr-ropMoHa);
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3aMECTUTEJIbHOM TEpanuM JIECMOIPECCUHOM IPHU CHHIPOME HECAXapHOIro

nuadera.

['opMoHaNBbHBIN KOHTPOJIb CIEAYET MPOBOAUTH 1 pa3 B 3 MecsiIia, KOHTPOJIb KOCTHOTO

Bo3pacta u MPT ronosHoro mo3sra — 1 pa3 B roa.

J_IeﬂTe.]'IbHOCTI) CTYACHTOB HA NPAKTUHYE€CKOM 3aHATHHA

Ha MMPAKTHUYCCKOM 3aHATUN CTYACHTBI JOJIPKHbBI

1)

2)

3)

4)
5)

6)

7)

OCBOUTH COBPEMEHHBIE METOAbl AHTPONOMETPUUYECKHUX  HCCIIEAOBAHMIA:
IIPOBECTH AHTPOIIOMETPHUIO U OCMOTpP AETEW C 3aJep:KKOH poCTa pa3iInyHOro
reHeza. Bo Bpems Kypalluu HEOOXOJIMMO YTOYHUTH NapameTpbl pocra y
OJIM3KMX POJCTBEHHUKOB M TEMIIbI POCTa OTLA U MaTepu. B aHamHe3e kU3HU
oOpaTUTh BHUMAaHUE Ha TEYEHHE OEPEMEHHOCTM M POJOB Yy MaTepu, Ha
MOKa3aTeNd JIUIMHBI U MAacChl Tella HOBOPOXKJIEHHOTO, HA €KEroJHbIE TEMIIbI
poCTa, PErUCTPUPOBAIUCH WM HET TMIOTJIMKEMHMM M B KaKOM BO3pacTe, Ha
COMAaTUYECKUN aHaMHE3 peOeHKa;

npu 00ciIe0BaHUU JOKHBI OOpaTUTh BHUMaHHE Ha IPONOPIUOHAIBHOCTD
TEJNOCIOXKEHUs] peOeHKa, Ha €ro YyMCTBEHHOE pa3BUTHE, Ha CTENEHb
OTCTaBaHMs B pocte, nokaszarenu MMT, nomoBoe pazButue;

OLICHUTh PE3yJbTaThl JaOOPATOPHO-UHCTPYMEHTAIBHOIO O0OCIEAOBaHUSA U
Harpy304HbIX TOPMOHAJIBHBIX MPOO,

000CHOBATH JUArHO3;

Ha3HAYUTh JIeYeHHEe U OOOCHOBAaTh KOMIUIEKCHYIO Tepamnuio peOdeHKy ¢
MHOKECTBEHHBIM JIS(UIIITOM TOPMOHOB ajficHoTUnodu3a (cOalaHCUpOBaHHOE
nuTaHue, 3aMmectutenbHas 103 ropmonoB 1K (L-tupokcuH, 3yTHPOKC),
npenaparsl TOpMOHa pocTa (pacTaH), TIIIOKOKOPTUKOUBI (KOpTed), MUHUPHUH
(npu nedunuTe BazonpeccuHa (HecaxapHbli AMA0ET), OJIOBBIE TOPMOHBI.
COCTaBUTh IUIaH MMCIIAHCEPHOIO HAOJIOJEHUSl TeauaTrpa U CHEIHAUCTOB;
TAaKTUKY JICYEHUS C YUYETOM BBISIBJICHHBIX COIMYTCTBYIOLIUX 3a00JIEBAHMIA;
OTIPEAETUTh BO3MOXKHBIN MIPOTHO3 TEUEHUsI OOJIE3HU.
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Ilpumepwt nocmpoenus ouaznosa:.

/Inarno3: CoMaToTponHas HEOCTATOYHOCTb.

Jluarno3s: [lanrunonutyuTapusm.

/Inarno3: KoHcTuTynMoOHanpHas 3a/1epKKa pocta u myoeprara.

[luarno3s: 3anep:xkka pocra. [IppoOpeTeHHbI THIIOTHPEO3.

Jlnarnos: AXOHIpoIIa3usl.
[lnarnos: Cunnpowm IllepemeBckoro - TepHepa.

TecToBble 3a1aHNs NJI CAMOKOHTPOJIs 10 TeMe 5 «Hapymennst poctay
Bo ecex 3a0anusx ykasxcume oOun npasuivHblii omeem

1. B marorenese KIMHMYECKUX TposieieHui rurodpsapHoro HaHmMa (CTH) wmmeer Bemyrniee
3HAYCHHUE IeDHITAT

) aJICHOKOPTUKOTPOITHOTO TOPMOHA

b) xopTu3omna

C) ropMOHa pocTa

d) Tupokcuna

€) rOHaI0TPOIIUHOB

2. KiHnueckyie posiBIeHus TUTO(H3apHOro HaHM3Ma

a) MUKpodaioc

b) 3ameprkka pocTa U KOCTHOTO BO3pacTta

C) 3aJiepKKa pocTa

d) kpunrropxuzm

€) BCE MEepEeUnCICHHOE

3.B narorenese HapyIieHHii yIIIeBOIHOTO 0OMEHa MPH TUTO(U3apHOM HaHI3ME  MMEET 3HaUCHHE
a) MHCYJIMHOTIEHUS

b) ycunenue nunocuHTe3a

C) CHIDKEHUE JIUMOJIN3a

d) neduruT rmkoreHoMUTHYECKOTO AP (heKTa rOpMOHA POCTA
€) YCUJICHHE TJIFOKOHEOTeHe3a

4. TvnodwapHbIiA HaHU3M HeOOXOMMO TU(hEpEHIIPOBATE ¢

a) CeMEeHOM HU3KOPOCIOCThIO

D) KOHCTUTYIIMOHAIBHOW 3aCPKKOH POCTa

C) XpOMOCOMHBIMH OOJIC3HSIMH

d) comaToreHHOM 3aePIKKOM pocTa

€) CO BCEMU NEepPeuHuCICHHbIMU
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5. TaroreneTvdeckoe JiedeHre TMror3apHOro HaHM3MA 03HAYACT HA3HAYCHIE:
a) THPEOHUTHBIX TOPMOHOB

b) ropmona pocra

C) 3CTPOreHOB

d) TIFOKOKOPTHKOUIOB

€) MUHUPHUHA

Kannnuyeckue 3aga4uu 1Ji1 CAMOKOHTPOJIsA 10 TeMe S « Hapymenust pocta»
3agaua Nel. Jleouka 6 JieT Ha mpueMe y meauarpa ¢ >kajo0aMd Ha OTCTaBaHUE
pocTa OT CBEpCTHHUKOB. V3 aHaMHE3a W3BECTHO, YTO PEOCHOK OT 2-ii OEpEeMEHHOCTH,
npoTeKaBIIel ¢ yrpo3oi mpepwiBaHusi B | Tpumectpe, ¢ HepponaTueit U aHemuei,
MEPBBIX POAOB C JUTUTENBHBIM 0€3BOJHBIM mepuoaoM. Pommmack ¢ maccoit 2900 ,
mHoit 49 cm. Pannee pasButhe 6e3 ocobenHocreit. [{nuna tena B 12 mecses — 70
cM. 3a nmocieaHui roa Beipocia Ha 3 cM. Poct matepu — 167 cm, poct otia — 180 cm.
JleBouka TOCMUTAIM3UPOBAHA B DIHIAOKPHHOJOTHYECKOE OTHEICHHE JICTCKOM
OOJBHUIIBI JJIs1 00CIIEIOBaHUS C TUAarHO30M: 3ajiepkka pusudeckoro passutus. [Ipu
obcnegoBanuu: poct 99 cm, Bec 18 kr. OTMeuaeTcs CHUKEHHE Typropa TKaHEW,
nepepacipeieieHIe TOIKOKHO-)KUPOBON KIETYATKH C U30BITOYHBIM OTJIOKCHHUEM B
00JIaCTH TPYIU U KUBOTA, U3MEHEHUE CTPYKTYPBI BOJIOC (CyXU€, TOHKHUE).

OO6uuit ananmm3 kposu: Hb 120 r/n1, spuTpouuTh 4,5X1012/J'I, JICHKOITUTHI 3,5X109/J'I,
n/sanepusie 1%, c/anepusie 52%, r303unoduibl 1%, mumdorutet 41%, moHouuTs 5%,
CO3 4 mm/4ac.

OOmumii aHaIU3 MOYM: LBET KEATHIN, TPO3PAUYHOCT — XOpoIlas, yaeabHblil Bec 1021,
peakius — Kuclas, OeJIOK - HeT, caxap - HeT, alleTOH - OTPUIIATETICH.

buoxumuyeckuili ananusz KpoBu: oOuui Oenok 74 1/m; OunupyOun oOmmit 15,5
MKMOJIB/J; XoaectepuH 4,0 Mmmouib/i; ratoko3a 3,0 MMons/m; HaTpuit 136,0 MMOJIB/T;
Kajanuu 4,2 MMOJIB/JI.

IN'opmonaneusiii poduins: TTI — 4,0 MME/n (mopma 0,4-4,0); cT4 14,0 nmons/n
(mopma 11-23). TIlpob6a c¢ xnodpemuuom: CTI' natomak 0,22 ur/mu, CTI mocnie

crumyssatuu 3,5 Hr/min (Hopma > 10 ar/min). KoctHblii Bo3pacT — Ha 3 roja.
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3aganue:

1.0Ouenute Gusnyeckoe pa3BuTUE peOCHKA U MOCTABbTE MPEABAPUTEIBHBINA JUATHO3.
3. UTo He0OX0IMMO BBIMIOJIHUTG AJIs1 YTOUHEHHUS JUarHo3a?

4.YT0 MOIJIO IBUTHCSI IPUYMHOM pa3BUTHUS JAaHHOU MMaTONOTUU?

5. CHM)KEHUE WM OTCYTCTBHE KAKOTO TOPMOHA OTMEYAETCsl IPU ITOM 3a00JIeBaHUN ?
6. Kakue HapylieHusl yrieBoJHOTO OOMEHa XapaKTEpHBbI [ 3TUX JeTei?

7. Kakue Harpy304Hble POObI MPOBOSATCS AJIsl HOATBEPKACHUS TUarHosa?

8. Kak u3meHsieTcs KOCTHBIA BO3pacT?

9. Kakumu ropMOHaIbHBIMHU TIpenapaTaMy MPOBOIUTCS 3aMECTUTENbHAS Teparus?
10. Kakast tueta peKkOMeHIyeTCs ISTSIM ¢ JaHHOU MaToIoTHein?

11. KakoBa mpnutensHocTh 31T npu aToM 3a601eBaHun?

3agaua Ne2. Matph oOpatuiack B MOJUKIMHUKY ¢ peOeHKOM § JIeT ¢ kajo0aMu Ha
OTCTaBaHHUE €ro B (PU3UYECKOM pPa3BUTUHU, KOTOPOE CTAJIO MPOSIBIATHCSA B 4-JIETHEM
Bo3pacTe. Pebenok poausics ¢ maccoit 3500 r, nnuHoit Tena — 50 cm. B panHem
BO3pacTe 0oJie PEelKo U pa3BUBANCS YAOBIETBOpUTENbHO. C 3-X JeT — yacThle
MPOCTY/IHbIE 3a00JIeBaHMs, JBAXKIbl MHEBMOHUS. CHenuaaucT-0TOJIapUHTOJIOT
JUAarHOCTUPOBAl  XPOHHMYECKMHA  TOH3WLIMT. Ilpu  ocMoTpe:  MallbuMK
MPONOPIUOHAIBHO CJIOKEH, HU3KOoro pocra — 102 cm, macca tena 22 xr. I'eHutanuu
Pa3BUTBI COOTBETCTBEHHO BO3pacTy. Co CTOPOHBI BHYTPEHHUX OPraHOB MaTOJIOTHU
HE BBISIBJICHO. IHTEUIEKT HE HAapyIIEH.

3aganmue:

1.Onenure pusznueckoe pazBuTHE peOCHKA.

2.Kakwue cBeieHHs U3 ceMeHHOTo aHaMHe3a OynyT Bac nnrepecoBaTh?

3. O kakux 3a00JIeBaHMAX CIEAYET MOAYMaTh B JAHHOM CiTydac?

4.Kakue TuarHoCTUYECKUE MEPOTIPUSITUS CIAEAYET NPOBECTH?

5. UTo MOrJI0 SIBUTHCSI MPUYMHON pa3BUTHS JAHHOM MATOJIOTUU?

5. Pacckaxute o nuddepeHrnpoBaHHOM MOAXO0E K J€YEHUIO OOJIBLHOTO B

3aBUCUMOCTHU OT PC3YyJIbTATOB 06CJ'ICI[OBaHI/I}I.

131



Tema 6. HapymeHusi moioBoro pa3BuTHs. 3ajep:KKa IO0JOBOI0
passutus. IIpexkaeBpeMeHHOe 10JI0BOe pa3BuTHe. BpoxaeHHbie

HApPYLIEHUA 11010B0M U PepeHnPOBKHU

O0ocHoBanMe u3y4dyeHusi Tembl (MoTuBaumusi). [IpoOiema HapymeHui MNOJOBOM
¢ GepeHIUPOBKYU U MOJIOBOTO CO3PEBAHUSA SBISICTCS OJTHOM M3 OCTPBIX MPOOIEeM He
TOJIBKO SHAOKPHHOJIOTOB, HO M II€IMaTpPOB, HEOHATOJOIOB, XUPYPrOB, YpPOJIOTrOB,
TMHEKOJIOTOB, TE€HETUKOB, I[ICUXOJIOTOB H Jpyrux crnenranuctoB. [lo3nHsas
JAMarHocThka 3a00JIeBaHUNM TIOJIOBOM cepbl y JeTell MOXET MpPUBECTH K
HEOOpaTUMbBIM TICUXOJIOTMYECKUM U MEIUIIMHCKUM IpoOiieMaM BIUIOTH /10 PE3KO
BBIPO)KEHHOW COLIMAIIBHOM Je3ajanTaluu peOeHKa, €ro M30JSLUUU OT CBEPCTHUKOB.
JIOCTW)KEHHS HayKH IIOCHEIHMX JIET II03BOJIMIM  3HAYUTENIBHO  YJIYYIINTH
IUArHOCTUKY M Tepanuio 3a00JIeBaHUI TOJIOBOM cCUCTEMBI Yy Jnered. BpiOop
MAacMOPTHOTO WJIM COLMAIBHOrO M0JIa MPU UHTEPCEKCYATbHBIX COCTOSHUSAX PEIIAECTCS
B IIEPBBIC MECSLBI )KM3HU U OCHOBBIBAECTCS HE TOJIBKO HA JAHHBIX KapHOTHUIIA, HO U HA
OLICHKE BO3MOXKHOW JIEYEOHOW KOPPEKIHMH KAK HAPYKHBIX TEHUTAIANA, TaK U
oJIoBOro  pa3Buths. (OCHOBHBIE CHUHIPOMBI MAaTOJOTHU IIOJIOBOIO  Pa3BUTHS
MIPEACTABIICHBI ABYMsI (pOPMaMHU: MPEXKACBPEMEHHBIM MOJOBBIM pazButheM (I1I1P) u
3anepxkkoil monoBoro cospeBanus (3IIC). Ilpm MHOrux BapHaHTax HapyIICHH
nosioBoro pazsutusa (HIIP) nabmronaercs Bbicokuit puck Oecrionus. Bee ckazannoe
00s3bIBAET IIMPOKUI KPYT Bpayuel 3HaTh KJIMHUYECKHUE (OPMbl HAPYIICHUS MOJIOBOU
b depeHIIMPOBKY 1 TTOJIOBOTO Pa3BUTHSL.

Ilen u3ydeHust OCBOUTHh METOJIbI OLIEHKH YPOBHS IOJIOBOTO Pa3BUTHSA MMALIMEHTA B
3aBUCUMOCTH OT TIOJIa M BO3pacTa M HAyYUTbCS JTUArHOCTUPOBATh HAPYIICHHS
IIOJIOBOTO Pa3BHUTHSI.

Jist popmupoBaHust IpoecCHOHATBHBIX KOMIIETEHIIMM CTYI€HT H0JIKeH 3HATH

- (pU3MONOTHIO MTOJIOBOTO Pa3BUTHS,

- PETYJISIHUIO MOJI0BOM (DYHKIIMH Yy ASTEeH Ha pa3IMYHBIX dTanax pa3BUTHS,
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- CTaJ11 MOJIOBOTO CO3PEBAHMS,
- OTUOJIOTUYECKUE W MATOTCHETHYECKUE (haKTOPHI 3aEPKKU TMOJOBOTO CO3PEBAHUS
(BIIC) u npexaeBpemenHoro nojgosoro pa3sutus (I1I1P),

- KIIMHUYECKUE NPOsBIEHUA, MeToAbl AuarHoctuku u aedenus 311C u I1ITP.

CTyneHT J0J/I2KeH YMeTh

- coOpaTh aHaMHe3 XKU3HU U 3a0o0seBaHus nanuenta ¢ HIIP,

- MPOBECTH OCMOTP U (PpU3MKAIBHOE O0CIIeIOBAaHUE JETEH M MOJPOCTKOB C OICHKOMN
YPOBHS (PU3UYECKOTO U MOJIOBOTO Pa3BUTHUS,

- COCTaBUTh IIJIaH 00CJICTOBAHMS KypUPYEMOTO MAINeHTA,

- 000CHOBATh KJIMHUYECKUI AUArHO3 U TaKTUKY BeqeHus oonbHoro ¢ HIIP.

CTyneHT 10JIKeH BJIaleTh

- KOMIUIEKCOM METOJOB CTaHJAPTHOTO HHIOKPUHOJIOTUYECKOTO OO0CIeA0BaHUS
(anTpOomoMeTpuUs, BH3yaJIbHO - TaJblaTOpHAs OIICHKAa IIUTOBUIHOM >KEJIE3HI,
HapY>KHBIX TEHUTAIHM, TPYTHBIX KEJe3);

- METOJIAMH OLICHKH IOKA3aTeNIeN JIMNHEMHOTO POCTa U KOCTHOTO BO3PACTa,

- METOJaMH OILIEHKH YpPOBHS IOJIOBOTO pa3BUTHS mo Tanner B 3aBUCUMOCTH OT
BO3pacTa M MoJia MalyeHTa,;

- OCHOBHBIMM HaBbIKaMM paHHell auarHoctukud cuHapoma 3IIC wu IIIP B

3aBUCHUMOCTH OT I10JIa ¥ BO3PpacCTa IIallMCHTA.

Bonpocs! 1151 caMONIOATOTOBKH

1. Bpoxxnennsie ¢hopMbl HapyIIeHHS TT0JI0BOH qudPepeHInpoBKU: ONpeieTICHUE,
NPUYMHBI, KIWHUKA, JUAarHOCTHKAa OCHOBHBIX (OPM HapyIICHUS DPa3BUTHUS
SIMYCK ¥ SIMIHUKOB.

2. XpoMocomHbIe HapyiieHus (popmupoBanus mojna: cuuapoM Kialindenbrepa,
cunapoM IllepemeBckoro-TepHepa u ero BapuaHThl. KilMHHMKa, TUAarHOCTHKA,
JIeYeHne, MPOTHO3.

3. 3amepkKa TMOJIOBOTO PA3BUTHS W TUIIOTOHAIU3M: OMpPEIEICHUE, ITHOJIOTHS,

IMaToreHe3, KIMHUYCCKUC IIPOABIICHNA, FOpMOHaJ'IBHBII\/'I CTaTyC 1M IIPOrHO3.
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4. TlpexxneBpeMEHHOE  TIOJIOBOE  pPa3BUTHE: ONPEAEIICHHUE, MIPUYMHBI,
kinaccuukanys, 0COOCHHOCTH KJIMHUYECKUX TMPOSBICHUH W TOPMOHAIBHOTO
ctaTyca mNOpW HUCTHHHOM u JoxHou ¢opmax [IIIP, naumarsoctuka,

g depeHnnaIbHbIA AUArHO3, TPUHIUIIBI JICYEHUS, IPOTHO3.

MATEPHUAJIBI JIJISI BHEAYJIUTOPHOM PABOTHI CTYJIEHTOB

OcHOBHBIE CBeJICHHUHA O (l)I’I3I/IOJ10FI/II/I U MaToJIOIrun

IOJIOBOI'0 pasBUTUHA

Amuonamozenes. llaTonorus MOJOBOrO pa3BUTUs peOEHKA BKIIOYAaeT B cels
paziuuHble  (HOpMBI  HapylIeHUM MMoJIoBOM AUDPEpeHIIMPOBKH U MATOJOTHIO
MOJIOBOTO co3peBaHusl Pa3zButve TOW WM HMHOW (OPMBI MOJOBOWM MAaTOJOTUU
BO3MOJKHO Ha Pa3HbIX 3Tallax pa3BUTHS IUIOJA U JETCKOro opranusMa. Hapymienue
(GbopMHpOBaHHS TOJIa — BTO BPOXKICHHOE COCTOSHUE, CBSI3AHHOE C KIMHHUKO-
OMOXMMHMUYECKUM MPOSBICHUEM HECOOTBETCTBUS MEXKIY I'€HETUYECKUM, TOHAJHBIM U
(EHOTUITMYECKUM TOJIOM peOeHKa, 00YCIOBIEHHOE XPOMOCOMHBIM, FOHA/IHBIM HIIA
COMAaTHUYECKUM HapylIeHHeM (QOpMUpOBaHUS Moja. A TATOJOTHS IOJIOBOIO
CO3peBaHUs OOYCIIOBJIEHA MPEXKIECBPEMEHHBIM IOJOBBIM Pa3BUTHEM U 33JEP>KKOU
(WM OTCYTCTBHEM) MOJIOBOTO pa3BUTHs. [Ipyn paccMOTpEeHUH CIOXKHBIX MEXaHU3MOB
pPa3BUTHUS NATOJOTMU PENPOAYKTUBHOM CHCTEMBI CJIEAYET ONHUPAThCS HA 3HAHMS
ATANOB MOJIOBOTO PAa3BUTHS B HOPME.
Paznuuarot cnegyroiine nepuoabl pa3BUTHS PENPOIYKTUBHON CUCTEMBI:

*  BuyTpuytpoOHbIii IepHoI;

* Munu-nyoeprar (nepBbie 6 -12 mec mocne poxkaeHus, y AeBo4yek — Ao 15

MECSIIIEB);

* Ilepuon nerctra (1 rox — 8 ner);

* IlyGeprar (8ner-15 ner).
Bo BHyTpuyTpoOHBIN mepuoa umetr (GopMupoBaHHE BHYTPEHHHUX W HaPY>KHBIX

MOJIOBBIX oOpraHoB, mpoucxomaut auddepeniupopka [[HC u  dopmupyrores
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HayalbHbIE 3Tallbl CO3PEBAHMS TIE€PMHHATUBHBIX KJIETOK. B mepuox paHHero
AMOpHOreHe3a Mpouecc TOHAAHON W FeHUTaIbHOU MU dHepeHIMPOBKU PETYIUPYETCS
MHOTOYHMCJIICHHBIMA T€HETUYECKUMHU, TOPMOHAIbHBIMU, OUOXMMHYECKUMU u
MOJIEKYJIIPHBIMU MeXaHu3MaMu. I eHemuueckuii noj1 IETEPMUHUPOBAH HAOOpPOM
noyioBeIx XxpoMocoM — XX u XY, KOTOpbIE coaepKaT HEOOXOJMMBbIC T'EHBI,
BKJIIOYAIOIINE TpoIlecC TpaHchopMaluu MEPBUYHON OUMOTEHIMATBLHON TOHAAbI B
TECTUKYJ WIA SWYHUK. Hanmuuue 3TUX KIIOYEBBIX T'€HOB 00ECIEUMBAET Pa3BUTHUE
MOJIHOIIEHHOTO TECTUKYJIA WK sSiIHYHUKa. DOpMHUpOBaHUE heHoOmUnuuecKkozo noaa,
OTPAXAIOLIEr0 CTPOEHUWE BHYTPEHHUX W HAPYXKHBIX T€HHUTAJUH, B MYXCKOM U
KEHCKOM OpraHu3M€ pa3uyHbl. Y YeJOBEKa MXKEHCKUA Tull (HOPMUPOBAHUS
BHYTPEHHUX M HapyKHbIX TE€HUTAINNH HE TpeOyeT AaKTUBHOTO TOPMOHAIBHOIO
BMEIIATEIbCTBA (TaK Ha3bIBa€Masi aBTOHOMHAsI TEHJEHUUS K (PeMUHU3AIMH), OJTHAKO
IPOLECC HOPMAJIBHOTO (POPMHUPOBAHUS SIMUHUKA 3aBHCUT OT DKCIPECCUU T'€HOB X-
xpomMocoM u ayrocoM. @DopmupoBaHue U AupPpepeHIupoBKa YpOT€HUTAIBHOIO
TpakTa 1O MYKXCKOMY THUIy - AaKTHUBHBIM MpoIecC, TPeOYIOIUd aKTUBHOIO
B3aMMOJICICTBUSL ~ T€HETUYECKUX M  TOpMOHaIbHbIX  (akTopoB.  IlomHoe
dbopmupoBaHue (PEHOTHUIMYECKOTO T0ja 3aBEpIlaeTcsl B MEPUOJ] TMOJOBOIO
CO3pEBaHUS.

COBOKYITHOCTP TOPMOHAJIBHBIX BO3JECHCTBUN B Mpe- M IOCTHATAIBHOM IEPHOE,
0COOEHHOCTH TOPMOHAJILHOTO BIIMSHUS B yOEPTATHBIN MEPUOJI, BIUSIHUE COLIMYMA U
OKpY>Karollen cpelibl GOpMUPYIOT HCUX0A02UYeCKUll no pedoeHKa.

IIpouecce nuddepeHIMpPOBKH 1M0JIa B NEPUO] IMOPHOreHe3a pasrpaHuyeH Ha 3
OCHOBHBIX 3Tamna:

1 sram: stan reHerudeckoro moJa 1-7 uenens. [IpeaniecTBEHHUKH BHYTPEHHHX
MOJIOBBIX OPraHOB Y MIoJa JIt0O0ro nosia GopMupyroTes K 4 Hezene SMOpUoreHes3a u
MPEJCTaBISIOT co00M 2 mapbl MPOTOKOB: Bonb(hoBE MPOTOKH - MPEAIIECTBEHHUKH
BHYTPEHHUX TIOJIOBBIX OpPraHOB  MAaJIbYUKa; MrosiepoBbel  MPOTOKK -

MpCAMCCTBEHHUKN BHYTPCHHUX ITIOJIOBBIX OPraHOB ACBOYKHU.
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Ilamonozusa na 3mom 3mane pazeumusa. MyTallud ayTOCOMHBIX T€HOB,
JKCIPECCUPYIOIINXCA B YPOT€HUTAIbHOM KOJIbLIE,  HPUBOAAT K TOHAJHOMY
JUCTEeHE3y Y IJI0/1a JTI0OOT0 TeHETHYECKOTO 1M0Jia B COYETAHUM C MATOJOTHUEN MOYeK,
HAJIIOYEYHUKOB U JPYTHUX OPTraHOB.

2 3Tan 3MOpHOHAIBLHOM T depeHUNPOBKH M0J1a — POPMUPOBAHKE U3 TIEPBUIHOM
rOHaJbl TecTuKyda wiu suuHuka (7-10 Hemens). DTOT KPUTHUYECKUU MEpUOA
00yCIIOBJICH BIUSHUEM I'€HOB, SKCIIPECCUPYIOIINXCA Ha MOJOBBIX XpoMocoMax. K 7-8
Henene okcnpeccus SRY-reHa (JIOKAIM30BaHHOTO Ha KOPOTKOM  Iuiede Y-
XpOMOCOMBI) CIY>KUT cuUTHasoM s nuddepeniupoBku kietok Ceptonu. Knetku
Jletinura muddepenuupytorest uyth nosxke (8-10 Hemenst), HO OBICTPO MOBBIIIAIOT
CEKpELHUIO TECTOCTEPOHA.

Ilamonozusa na smom Imane pazeumusa: orcyrcrsue rena SRY wim ero myranus y
CyObEeKTa C MYKCKMM KapHOTUIIOM TNPUBOAMT K AareHe3uu WIN JUCTEHE3UU
TECTUKYJIIPHOW TKaHU, HEMOJHOLIECHHOMY ()OPMHUPOBAHUIO OCHOBHBIX CEKPETOPHBIX
aneMeHToB suuka (kimetok Jleiinura m xmerok Cepromm). Hammume rtena SRY 'y
CyOBeKTa C HOPMAaJbHBIM >KEHCKUM KapvOTUIIOM (TpaHciokaiusi SRY-rena ot
OTLIOBCKOM Y-XpOMOCOMBI Ha X-XpOMOCOMY) NPUBOAUT K HAPYLICHUIO Pa3BUTHUSA
SUYHUKOB U (OPMHUPOBAHHMIO TECTHKYJISApHON TKaHU (46, XX-MyX4YUHBI —
TECTUKYJIIpHOE HapylieHue (opmupoBaHus mona). Yactora pacnpoCTpaHEHHOCTH
sToi marosnoruu okoso 1:20 000 manpurkoB. HapykKHble TEHUTAIMU Y 3THX OOJBHBIX
c(OpMHUPOBAHBI [0 MY>KCKOMY THITy, HO BO3MO)XHa THUIIOCHAIWs U MUKpoNeHuc. B
nmyOepTaTHOM BO3pacTe€ HMEET MECTO Je(HUIMT TECTOCTEpPOHAa M TOBBIIICHUE
TOHAJOTPONMHOB. XapaKTEPEH BBICOKUM POCT M TMHEKOMACTHA. B3pocipie My KUMHBI
O€eCILIOIHBI.

3 3tan nosioBoi AM(depeHIUpPOBKY — (POPMUPOBAHNE BHYTPEHHUX U HAPYKHbBIX
reduragmii mioaa (9-14 wenmens). Y mioga My»KCKOTO IOJIa 3TOT 3TAll MOJHOCTHIO
3aBUCHUT OT (PYHKIIMOHAJIBHOM aKTUBHOCTH TecTukynl. Kierku Cepromu ¢ 9 mo 10
HEJIENIO CEKPETUPYIOT OEJI0K — aHTUMIOJTIEpOB ropMoH (AMI'), KOTOpbIN TPUBOIUT K

perpeccy  MIOJUIEpOBBIX  OpoTOKOB. Knerkm Jlewaura, CTUMYyJIMPOBaHHBIE
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marneHTapapiM xopuoronnHoM (XI'), a 3arem u cobctBeHHBIM JII', cexpeTupyror
HapacTarouee KOJWYECTBO TECTOCTEPOHA, KOHILIEHTpalus KOTOporo y mioga kK 14
Hezlelie pa3BUTHS JOCTUraeT myOepTaTHhIX 3HaueHuid. [1oj] BIMsSHUEM TecTOCTEepOHa
BOJIb(OBBI MPOTOKU AUPHEPEHIUPYIOTCS B CEMEHHBIE My3BbIPHKH, CEMSIBBIHOCSIINE
OPOTOKA ¥  TOPHUJATOK  SIMYKA. AKTUBHBIH  METa0OJIUT TECTOCTEpOHA  —
murunporecroctepon  (AI'T) akTuBHO  TpaHChOpPMHUpPYET  MPEAIIECTBEHHUKH
HapY>KHbIX T€HUTAJIMI: MOJOBOW OYyropoK — B MOJIOBOM YJIEH, NOJIOBBIE CKJIAJKU — B
MOIIIOHKY, (OPMHPYST MY>KCKOM THIT IOJOBBIX OPT'aHOB.

B HOpMme y muioma keHckoro moja orcyrctsue AMIT mpuBOAUT K NEPCUCTEHLIMU
MIOJIJIEPOBBIX TMPOTOKOB, M3 KOTOpPbIX  (popMmMupyercs MarTka, BEpXHSAS YacTb
BJarajguina u Qauionuessl Tpyosl, BonboBbl mpoToku perpeccupyrotr. OTCyTCTBHE
JAI'T npuBoauT K (QOPMHUPOBAHUIO KEHCKUX HAPYKHBIX TE€HUTAIUI: IOJOBOU
OYropoK COXpaHsIeTCsl KaK KJIUTOP, MOJOBbIE CKIAIKU — KaK MOJIOBBIE I'yOBI.
Ilamonocua na ’mom ’mane pazeumusa: nedext cekpeuun AMIT y manpuukoB
MPUBOJAUT K (POPMUPOBAHUIO Yy HUX MAaTKU M (ajuIONUEBbIX TpyO (TPOSBIISAETCS
oecruioguem); nedext OuocuuTeza TectoctrepoHa u HAI'T — k peMuHUHHOMY WM
OMCEKCyaIbHOMY CTPOEHHMIO HAapyKHBIX TE€HUTAJIU MPU HOPMAJIBHOM pPa3BUTUHU
TEeCTUKYJ. Y NeBOYEK IKcTparoHagHasi cekperus anaporeHoB (BJIKH) mpuBoaut k
aHJPOTCHU3AlMA HAPYXKHBIX TEHUTAIMA TPU HOPMAIBHO CHOPMUPOBAHHBIX
auyHuKax. [loBeiieHHas sxcnpeccus AMI BbI3bIBAa€T areHE3MI0 MAaTKX U BJlarajiviia
— cuHApoM PokuraHckoro.

Wrak, maToJiorusi BHyTpUyTPOOHOr0 nepuoaa — 31o Hapyuenue ¢popMupoBaHus
noJjia (HENpaBWIbHOE CTPOEHUE HAPYKHBIX TEHUTAIHIA), KPUNTOPXU3M U
cunapoMainbHas mnartojorus). B 2006 rogy Ha MexayHapoaHoil KoHpepeHIuu
DHIOKPUHOJOTOB  IIPUHAT KOHCEHCYC II0 TEPECMOTPY TEPMHUHOJIOTHM U
knaccudukanuu repmadpoauTzMa. Bwmecto «repmadpomuTH3IM)  TIPEJIOKEH
TEPMHUH «HapylieHue (pOopMHUpPOBaHUS MOJa» M MPEeAsiaraloTcs cienyromue (HopMsl,

MIPEICTABIICHHBIC B CJICAYIONICH KiIaccupukaruu:
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Knaccudpukanus 3a601eBaHNid, CBA3aHHBIX ¢ HAPYILIEHUEM

(popMupoBaHus moJia

Xpomocomuvie HOII:
- 45 X0 (cunapom llepemeBckoro-TepHepa U €ro BapuaHThl);
- 47, XXY (cungpom KnaitHdenbrepa u ero BapHaHThl);
- 45, X/46, XY;
- 46,XX/46, XY (cmemanHas oBoTecTuKysipHas popma HOIT).
H®IT 46 XY
Hapymenust pa3Butus ssuyex:
- YUCTasl JUCTEHE3USI IMUEK
- CMEIIaHHAs JUCTEHE3Ns IMUEK
Perpeccus ronaz (CHHIPOM pyIMMEHTAPHBIX SIMUEK )
Hapymienus 6uocunTes3a u AeiicuBUs aHIPOrE€HOB:
- nedext 17p-HSD
- nedekT Sa-penyKrasbl
- nedekt StAR
- CUHAPOM PE3UCTEHTHOCTHU K aHAPOT€HaM — IOJIHAs U HEToJIHask (hOpMBbI
- nedexr penenrropa k JII'
- nedekT aHTuMIJIIepoBoro ropmona (AMI) unu perientopa k AMI'.
H®II 46 XX:
Hapyiienus pa3BUTHS SSIMUHUKOB:
* IUCTEHE3HsI TOHA
* TecTukyisipaoe HOII
* oporecTukysipHoe HOII
N30bITOK aHAPOTEHOB:
* neext 21-runpokcunaspl
* nedext 11B-runpokcusnassl
* nepext POR
* peromnanentapHoe HOII (aedpuuut apomarassi)
» matepuHckoe HOIT (sroTeoma, mpueM JeKapCTBEHHBIX PENapaToB).

K MoMeHTy poxkaeHHsi T10J0Basi TPUHAJIEKHOCTh peOeHKa YeTKO
omnpenesicHa. ['OHazpl, BHyTPEHHUE U HAPYKHBIE TEHUTAINM JI€BOYKU M Malb4yUKa

IMOJIHOCTBIO COOTBCTCTBYIOT MOJIOBOM IMPUHAOJICKHOCTH.
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OO0umue NPUHIMIIBI AUATHOCTUKHU M JIeYeHUs] HAPYIIEHHU I 10JI0BOH
AU(pPpepeHIMPOBKU

CorylacHO NpHUHATOMY KOHCEHCYCy, BeaeHue nanueHtoB ¢ HOII nomkHO oTBeuath
CIEAYIOIIUM KPUTEPHSIM:
— TMACIOPTHBIM IO HOBOPOXKJIEHHOTO JIOJKEH OBbITh YCTaHOBJIEH TOJBKO IIOCHE
KOHCYJIbTAllUM CO CIIELMAJIUCTOM B JaHHOW O0JIACTH U NMPOBEAEHUS HEOOXOIUMOIO
JOTIOJIHUTEIBHOTO 00CIIeI0BaHUS;
— o0cnenoBaHne W HAOMIOACHHME NALUUEHTOB JODKHO IHPOXOAWTH B LEHTPAX,
UMEIOIIUX CHEIHAIMCTOB B Pa3HbIX 00nacTsX (YpoJor, 3HIOKPUHOJIOT, XHUPYPT,
MICUXOJIOT U T.1.);
— co0JII0/IeHNE TTOJTHOM KOH(PUIEHIMAIBHOCTH U COOIIOIEHNE YBAXKECHUSI U 3AIIUTHI
IpaB MalMEHTa U €ro ceMbu. PekoMenayeTcs 00s13aTelIbHOE pa3bsICHEHHE TPOOIEMbI
HapylieHuss (OPMUPOBAHUS TIOJa POJUTENSIM C HPUBICUEHUEM HX K IPUHATHIO
peuieHus: o BeIOope mnona pedeHka. becenpl ¢ poaurensiMu pebeHKa UMEIOT OO0JIBIIOE
3HaUYEHHE: HEOOXOIUMO OOBSICHUTH €r0 MOJHOLUEHHOCTh B OYyIIEM KaK JUYHOCTU U

BO3MOXKHOCTH aIICKBaTHOﬁ aJallTaliliu B O6IH€CTBG.

AJIropuTM 00CJIe10BaHMSI AeTel ¢ HapylneHueM ()OpMHUPOBAHHUS MOJIAa
Huddepennmansuyio quarHoctuky HOIT HeoOxonuMo HauyMHATH HE3aMENIUTEIHHO
pyu  OOHAPYKCHWH CIICAYIONIUX HW3MEHCHHH B CTPOSCHUU HAPYKHBIX ITOJIOBBIX
OpraHoB, HE3aBHCUMO OT BO3pacTa peOeHKa:

— KEHCKHE HapyKHBIC MOJIOBBIC OPTaHbl C TUIIEPTPO(DHEH KIUTOpa B COYCTAHUU C
YAaCTUYHBIM CPACTaHHEM OOJBIINX TOJIOBBIX TY0 WM MaJbIIAPYEMBIX 00BEMHBIX
00pa3oBaHUi B TaXOBOM 00J1aCTH MO0 B MOJIOBBIX I'y0ax;

— HapyXHbIE MYXCKHE IIOJIOBBIC OPTaHbl C JIBYCTOPOHHUM KPHUITOPXH3MOM B
COYETAaHUU C MUKPOIICHHUCOM, WU30JIMPOBAHHOW MOIIOHOYHOM THUIIOCIIAJAUEU WIIU
mobas (popma TUIIOCTIaIuU B COUYETAHUHU C ABYCTOPOHHUM KPUITOPXU3MOM;

— CMEIIaHHOE WJIA HEONPEIeIEHHOE CTPOCHUE HAPYKHBIX TTOJIOBBIX OPTaHOB

— CeMelHbIe CIy4yau TECTUKYJSIpPHON (heMUHHU3ALNY;
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— HECOOTBETCTBHE MEXK]y BHEIIHUM CTPOECHUEM HAPY>KHBIX MOJOBBIX OPTraHOB M
KApUOTHUIIOM.

Ha mnepBbIx 3Tamax oOcienoBaHUS NPUHIMIHAIBHO BaXXEH NPABWIBHBIA COOp
aHaMHe3a KU3HM U 3a00jieBaHUsl peOeHKa, BKJIIOYas YCTAHOBJIEHUE POACTBEHHBIX
CBA3€H B CEMbE M HAJIWYMUS MOAOOHON MATOJOTMU y POACTBEHHUKOB, TaK KakK psijl
dbopm H®DII umeror HacleICTBEHHBINM XapakTep mepedadd 3a0oJieBaHus. BaxHo
MIOMHUTh O BO3MOXHOM BJIMSIHUM JIEKAPCTBEHHBIX IPENapaToB, MPUHUMAEMbIX
MaTepbio BO BpeMsa 6epemenHocTu. HecMoTps Ha To, uTo GonbmnHCTBO (popm HDIT
IUAarHOCTUPYIOTCS B HEOHATAJIbHOM Iepuojie, noao3penne Ha HOII uHorma Moxer
BO3HMKHYTh U B IEPUOJ IOJIOBOIO CO3PEBAHUS pEOEHKA, B CBSI3U C OTCYTCTBHEM
dbopMHUpOBaHMS BTOPUYHBIX TIOJIOBBIX TPU3HAKOB, TMEPBUYHOM aMEHOpEeH,
BUPWJIM3ALME y JI€BOYEK U PA3BUTHEM MOJIOYHBIX KEJIE€3 WIH MOSBICHUEM
UKINYECKUX MEHCTPYaIbHOMOAOOHBIX BBIICICHUN Y MAJIbUUKOB.

B nepgyw ouepeos mpoBOAUTCS OIpenesieHHe Kapuotuma, Y3M manoro Ttaza u
MaxoBbIX OOJacTed, OmpeAesieHUuEe JJIEKTPOIUTOB, TecTtocTepona, 170H-IIT,
roHagotponuHoB, AMI'. B 3aBUCHUMOCTH OT pe3yJIbTATOB HCCIIECIOBAHMS IEPBOM
JUHUU  NOAOUPAIOT  JMATHOCTHUYECKHUE TECThl: Tpobda ¢  XOPUOHUYECKUM
TOHAJOTPOIIMHOM, TMpoda € CHUHAKTEHOM, JOIMOJHUTENIbHbIE KOMIIBIOTEpHAs
tomorpadus ~ WIM  MarHUTHO-pE30HAaHCHas  ToMorpadusi  MajJoro  Tasa,
HAJIIOYEYHUKOB, MaxXOBbIX oOOJiacTeld, Ouomncusi MOJOBBIX >kene3. [lpu poxneHuu
pebenka ¢ HOII auarHoctTudeckuili MOUCK JTOJKEH OBITh HAYaT HE3aMEJIUTEIBHO C
ompeseeH!s] KapuoTUIla, TaK Kak JaJbHEHUINHUE dTambl OOCIICOBAHUS W JICUCHUS
OCHOBaHbl HMMEHHO Ha TEHETHYEeCKOM Toyie pebenka. OmpeaesieHUEe TMOJIOBOM
MPUHAJJICKHOCTH HOBOPOXKIAEHHOTO C HENPaBUIbHBIM CTPOCHUEM HapPY>KHBIX
MOJIOBBIX OPraHOB JJisi BHECEHHUS B CBHUJETEIBCTBO O POXACHUU (OmpenereHue
MAacMOPTHOIO MoJ1a) OyJIeT 3aBUCETh OT LIEJIOTO psifa (aKTOPOB: OCHOBHOI'O JUArHo3a,
BHEIIHETO CTPOEHHMS TMOJOBBIX OpPraHOB, BO3MOXHOCTEH MPOBEACHUS aJICKBATHOU
XUPYPrUYECKOr KOPPEKIMH HAPYKHBIX TOJOBBIX OPraHOB, ydyeTa HEOOXOJIUMOCTH
MPOBEJCHUSI TOXKU3HEHHOW TepanuM, a TaKXKe PEIUTHO3HbBIX M KYJIbTYPHBIX
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TpaguUud CceMbH. XUPYPrU4YeCKas KOPPEKLUMS HApYKHBIX IIOJOBBIX OpPraHOB
ABIIIETCS BA&XHOM YacThIO TPAaBWIBHOW ajantanuu peOeHKa B BBHIOpAHHOM
nacioptHoM 1osie. HeoOxogumocTs ee IpoBeaeHUss M OOBbEM BMEUIATEIbCTBA

JOJKEH PEIIAThCS UHAUBUAYAIBHO.

Cpoku nosiBJIeHUS] M Pa3BUTHE BTOPUYHBIX MOJOBbIX IPU3HAKOB B HOPMeE
Ilepuoo oemcmea (6 mec — 9 1em) xapakTepusyeTcsi TOPMOKEHUEM AKTUBHOCTH
TUNOTaNaMO-TUNO(U3apHO-TOHAIHOM cucTeMbl. Ha 3TOM 3Tane nu3mepeHue mojoBbIX
TOPMOHOB 0€3 MOKa3aHMil He 11e1ecO000pa3Ho.

Ilypepmam — TOSIBIEHUE TPU3HAKOB CBUJCTEILCTBYIOMMX 00 aKTUBALUU
TUNOTaIaMO-TUIIO(U3aPHO-TOHATHON CUCTEMBI:

y AeBo4YeK — C 8 JIeT: yBelIMueHUEe MOJIOYHBIX kene3 (Ma) - temapxe B 8-13 ner;
nosiBieHue J1I00KoBoro oBosioceHust (P) - myGapxe M akCHIUISIPHOTO OBOJIOCEHMS
(ampenapxe) - 8-14 net; nmosieiienue menarche - 10-16 net; pocroBoii ckadok - 10-16
JIET; B CPETHEM, POJOJKUTEIIBHOCTh COCTABIISIET 2-2,5 TOAA;

Y MaJIbYHUKOB — C 9 J5ieT: yBenuueHue suuek - 9-13,5 ner — oobem > 4 mi (2,5 cMm
MPOJOIBHBIA TUAMETP), MOSIBICHUE JTOOKOBOTO OBoJoceHus - 9-14 ner; pocToBoii
ckauok - 10,5-16 net; yBenuueHue moyioBoro wiena - 11-14,5 ner.

Y neBouek: Craguu myOepraTa paHXUpYIOTCS 10 5-OanpHO# mmikane Tanner (1970
r.), rae 1 6amn — cragusa npenyOeprara, 4 - 5 0aJI0B COOTBETCTBYET MOJIOBO3PEIOMY

crarycy (IpuIoKeHue 5).

IMaTtosnorust nepuoaa gercrea. Illpe:xkneBpeMeHHoe 1M0JI0BOE pa3BUTHE
[IpexxneBpeMeHHOE TMOJOBOE PA3BUTHE O3HAYAET IMOSIBJIEHWE BTOPUYHBIX MOJOBBIX
MPU3HAKOB Yy JEBOYEK N0 8 JIeT — YBEIMYEHHE MOJOYHBIX XKeje3, JIOOKOBOE
OBOJIOCEHHE; Y MAJbYUKOB - 0 9 JIeT — yBeJIMUYeHHE HapY>KHBIX MOJIOBBIX OPTraHOB,

nob6koBoe oBosiocenue. Jisa noareepxkaenus [P nmpoBoasTes:
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1) anmponomempusn - nnsa TP xapakrtepHo mpeBbiieHue pocra Oonee 2,0 SD
OTHOCUTEJIBHO LIEJIEBOr0 POCTa HAa JAHHBIA BO3PACT, YBEJIIMYEHUE CKOPOCTH POCTa
oomee 2,0 SD 3a npenmectyroniue 6 -12 mecAies;

2) onpeoenenue kocmuozo eo3pacma: tipu l1I1P onepexxenne nacnopTHOro Ha 2 u
OoJiee neT;

3) Y3HU opeanoe manozo masa y oOesouexk - pasMep MaTku Oosee 3,4 cwm,
dbopMupoBaHHE yTIiIa MEXAy MIEHKOW M TEJIOM MAaTKH, MOSBICHHE SHAOMETpPHUS,
yBeJIMYEeHHE 00beMa SSIMYHUKOB OoJee 1-3 mut ykaswiBatoT Ha [1I1P;

4) 2opmonanvHoe 06credosanue: B JTUATHOCTHKE ToHajoTponuH3aBucumoro [ITTP
HanOosped MHPOPMATUBHOCTBHIO 00Jamaer ypoeenb JII' (mpu wucnonb30BaHUU
BBICOKOUYBCTBHUTEJBHBIX METO/IOB). BBIsIBI€HNE NOBBIIIEHHOIO YPOBHS CTEPOUIOB
(acTpaguonia ajis A€BOYEK, TECTOCTEPOHA JUIsl MAJTIbYMKOB) MO3BOJISIET MOATBEPIUTH
nuarto3s I1IP yxe rmpu BeIpa)KEHHOMN IPOTrPECCUU MOJIOBOIO Pa3BUTHUS U HE SABIISETCA
MH()OPMATUBHBIM Ha pPAaHHUX CTAIMSIX.

CrumyIauoHHas npoba Cc I'n-PT’ ITO3BOJISIET g depeHInpoBaTh
roHagorponuH3asucumbie (Gopmbl [P oT roHagorponuH — HE3aBUCHUMBIX U OT
M30JIMPOBAHHOTO Tenapxe y aeBodek. [loseiienue yposus JII' no 6onee 10,0 ME/n
CBUJIETEIBCTBYET B  MOJB3Y ToHagorponuHzaBucumoro IIIIP,  orcyrcrBue
MOBBILIEHUS - B IIOJIb3y TOHAAOTPONHH - He3aBucumoro [P, npesbiienne ypoBHs
OCI" Hax ypoBHeM JII' cCBUAETENBCTBYET B MOJIb3Y U30JIMPOBAHHOTO TEIAPXE.

YV manvuuxos c IIIIP o6Gs3arensHo ompenensiercs ypoBeHb 170H-TIT  (mos
uckmouennss BJIKH), B-XT'Y (a1 wMcKiIrO4eHUsT T€PMUHATUBHO-KJIETOYHBIX
omyxoseit), AI'DA u JAI'DA-c (mi1s HCKIIOYEHUS aHAPOTCHIPOAYLHUPYIOIIUX
OIMyXOJIed HAAMOYEHYHUKOB). Y JI€BOYEK C TeTepoceKcyadbHbIM Bapuantom [IITP
obsi3atenbHO onpeaensiercs yposenb 170H-IIT, AI'DA, AI'DA-c, aHapoCcTeHIUOH U
TECTOCTEPOH JJI UCKIIFOUEHHS aHIPOTEHITPOAYLUPYIOIINUX OIyXOJIeH SIMYHUKOB WM

HaAIIOYCYHUKOB.
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5) Y3H opzanoe manozo maza u mowonku, Y3V opraHoB OpIOIIHOW ITOJIOCTH U
3abprommHHOTO TIpocTpancTBa, MPT romoBHOro mo3ra, opranoB manoro Taza, KT
HAJITOYEYHUKOB.

6) monekynapno-zenemuueckoe 00ciedoeanue s TMOATBEPKIECHUS MOHOTE€HHBIX
dbopwm IIITP.

Jleuenue. TepaneBThuecKass TAaKTHUKA OIPENECTSAETCS 3THOJOTHYECKHM BapUaHTOM
[II1P. Llenp neueHus — NPENsSTCTBUE AajbHEHIIEMy Pa3BUTHIO BTOPHUUH(X MOJIOBBIX
NPU3HAKOB,  NPOrPECCHPOBAHUIO  KOCTHOTO  CO3pEBaHMs,  MPOQUIAKTHKA
HHU3KOPOCJIOCTH, YJIYYIICHUE IICHUXOJOTMYECKOM H COLMAIBHOM  aJalTaluu
MAIMEHTOB.

JlJis paHHero BbISABJICHUSI U CBOEBPEMEHHOro HazHaveHus Jedenus IIIP scem
JETSIM MPOBOJUTH AHTPONIOMETPHUIO, MOJICUET CKOPOCTH POCTA 3a MPEAIIECTBYIOIINE
6-12 MecsiieB, KIMHUYECKYIO OILICHKY MOJIOBOTO pa3BUTHA 110 IiKaie TaHHepa.

Hetsasm ¢ TP pexomeHayeTCss MPOBOAMTH PETYJISIPHOE OOCIENIOBaHUE C OICHKOU

napaMeTpoB d(PGEeKTUBHOCTU HA (POHE HA3HAYCHHOTO JICUCHUS

IHaToJiorust my0OepTaTHOrO NEpUoaa.
3agep:KKa M0JI0BOr0 CO3peBaHUsI M THIOTOHAU3M

3aziepKKa IOJIOBOTO CO3PEBAHMS U TMIIOTOHA/IN3M XAPAKTEPU3YIOTCS TPAH3UTOPHBIM
(mpu 3IIC) wiM nepMaHeHTHBIM (NP TUIOTOHAIW3ME) CHUKEHUEM CEKpELHH
MOJIOBBIX TOPMOHOB TOHAJIaMU W/WJIM HapylleHueM nepudepruyeckoro Mmetaboanzma
(aKTUBHOCTH) TOJIOBBIX TOPMOHOB. (DyHKIMOHAIbHAsI (TpaH3UTOpHAs) 3aJCpPiKKa
MIOJIOBOTO CO3PEBAHUS MOXKET OBITh IIPH TKEIBIX COMATUUYECKUX 3a00JI€BAHUSX, TIPU
HEJIOCTATOYHOM NMUTAHUU U HEAJIEKBATHBIX SHEProTpaTax, MPU KOHCTUTYIIMOHATBHOMN
3aziepkke myOepraTa.

T'unozonaouszm xnaccuuuUpyeTcs Ha BPOXKIACHHBIC W MPHOOPETCHHBIC (POPMBI, HA
TUTMIOTOHAIOTPOIHBINA, TO €cTh BTOpWuHbIM  (mpu gedurnure JII-PIT u /unm
TOHAJIOTPONIMHOB) U TUIEPTrOHAJOTPOIHBIA - MPU MEPBUYHOM TOPAXKEHUU TOHA

(BciencTBue TpaBMBI, TMEpPEKpyTa sSUYKA WU SIMYHHUKA, OOJy4YeHHs, WH(EKIIUU,
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ayTOMMMYHHOTO Mpouecca). ['MIoroHagu3M CIyKUT OCHOBHBIM HPOSIBIICHHEM
10601 U3 hopm HapyIeHUs] POPMHUPOBAHUS TOTIA.

Bpoosicoennvie ghopmur cunozonadousma: >vo cunapom Kanbmana (nedextsl reHa
KAL1), cunapom Kiaiingensrepa (46XXY, 47XXXY wu 1p.), CcuHIpOM
[epemeckoro — Tepuepa (45X0), manrunonuryutapusM (edexrsl renoB PROP1,
HESX1), wyramuu rexoB JII'-PI', renoB penenropos JII'-PI" u apyrue. Yacrora
cunaapoma Kmaitapenprepa cocrabmser 1:500 — 1:1000 HOBOPOKIEHHBIX MaJTHUUKOB.
Jlns MmanburkoB ¢ kapuoturioM 47XXY, 47XXY/46XY, xapakTepeH THUIIOTOHAIU3M,
TMHEKOMAacTus, OecIUlofMe, 4YacTo 3aJepKKa YMCTBEHHOro pas3BuTus. Yacrtora
cuaapoma Illepemesckoro-Tepaepa coctasiser 1:2000 - 1:2500 HOBOpOXICHHBIX,
yaie BcTpedaercs MoHocomusi - kapuotun 45X0. XapakTepHol 0COOEHHOCTBHIO
ABJISIETCS HU3KOPOCJIOCTh, XapaKTEpHbIE (DEHOTUITMYECKUE OCOOEHHOCTH, MOPOKH
pa3BUTHUSI BHYTPEHHUX OPraHOB, TMIIEPrOHAJOTPOIHBIN THIIOTOHAINU3M.

[IpyunHamMu npuodpemennvix popm 2unozonaduzma MOTYT OBITH OIYXOJH, UX
yaalieHue, oO0Jy4deHue, TpaBMbl, HHQPEKIHH, XUMHOTEpamnus, JIy4yeBas Teparus,
JIEKapCTBEHHbIE MPENapaThl, THIEPIPOJTAKTUHEMUSI.

Knunuueckaa ouacnocmuxa 3IIC u 2unozomadusma - OTCYTCTBUE IPU3HAKOB
MOJIOBOTO PAa3BUTHS WM BBIPRXKEHHAs 3aJlepKKa HMX Pa3BUTHS OT HACHOPTHOTO
Bo3pacta. Haubonee mnaTorHOMOHMYHBIM cUMNITOMOM (yHkimoHansHoN 3I1C
ABISIETCSl  3ajepkka pocta. KOCTHBIM BO3pacT TakkKe OTCTAET M XapaKTEpHO
CHI)KEHUE KOCTHOM IIOTHOCTHU. [Ipornopuum tena y aered ¢ KOHCTUTYLHOHAIbHOU
3IIC ve wapywensl. Ilpu mmurensHoit 3IIC u rumoroHaausme (HOpMHUPYIOTCS
€BHYXOUJHBIE MPONOPLUH TENA.

JMuaznocmuka. Bcecem gnersm ¢ 3IIC  pgenator  KapHOTHUNMPOBAHUE, TMIPH
TUIOTOHAU3ME - MOJIEKYJISIPHO — FE€HETUYECKOe 00CIeJ0BaHHeE.

Onpeodenenue KOCmMHO20 803pacma  ABISETCS JOCTATOYHO HMH(POPMATHUBHBIM
JAMArHOCTUYECKUM KPUTEPUEM.

AMPT runotanamo — runoduzapHoi 00JaCTH IMO3BOJSET BBISIBISATH BPOXKIACHHBIC

AHOMAJIMN U OITYXOJIH.
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Yavmpaszeyrkoeoe uccredosanue OpraHoB Majoro Taza U OpraHoB MOILUIOHKHU JOJIKHO
00s13aTeNBHO MTPOBOIUTHCS BceM neTsim ¢ 3I1C.

T'opmonanvruas ouacnocmuka. Ilpu 3IIC ¥ TUNOrOHAJOTPOMHOM THUIOTOHAAU3ME
0azanmpHbie  ypoBHH TroHamoTpomHbix (JII, @®CI) ®w mMOJIOBBIX TOPMOHOB
(TecTocTepoHa, AICTpaaMOJia) UMEIOT JOMyOepTaTHbIE 3HAYEHUS, MOYTH HYJIEBBIC.
[TosToMy mOpH JOCTMKEHMHM Y IalMeHTa KOCTHOrO Bo3pacta 13 JeT u BbIlIe
MIPOBOJIUTCS TIPo0a C aHAJIIOTOM TOHAIOTPONMUH—PEIIU3UHT —TOPMOHA OyCepeTnHOM.
[Tpu 3I1C uepe3 1- 4 yaca nocie BBeleHUs OycepelinHa B HOC OTMEUAETCsl MOAbEM
JIT no 10,0 MME/n u Beime. [Ipu runoroHaioTponHOM THIIOroHaagu3Me ypoBeHsb JIIT
He gocturaet 10,0 MME/m1.

['uneproHaioTPONHBINA  TUIOTOHAIU3M  XapaKTePU3YETCS BBICOKMMH  IH(ppaMU
TOHAJOTPONIMHOB WJIM OJIHOTO M3 HUX M MPenyOepTaTHbIMH 3HAYCHHUSIMU TOJOBBIX
TOPMOHOB.

Oouwgue npunyunwt neuenus 3I1C u zunozonaouzma

VY nereit ¢ 3IIC Tpebyercs JieueHre OCHOBHOTO 3a00JIEBaHUs, MTPABUIIBHOE MUTAHUE
U TI0 MOKa3aHUsIM - TOPMOHAJIbHAS Tepamus JUisl MHAYKIUK IMy0epTara, CTUMYJISAINH
CKOPOCTH pPOCTa, aKTUBAIlMU MHUHEpAIU3allid KOCTHOM TKaHW. [Ipm runmoronaamszme
Ha3HA4YaeTcs MOCTOSIHHAs 3aMECTHUTENIbHAasi TOpMOHallbHas Tepamnus. JleBoukam cC
cuaapomom IllepemeBckoro—TepHepa B mpenmyOepTaTe MNPOBOAMWTCS Tepamnus
npernapaTaMy TOpMOHA POCTa U 3aMecTUuTeNbHas ropMoHanbHas Tepanus (31'T) nmon
HaOII0ICHUEM DHJIOKPUHOJIOTa U THHEKOJIOoTa.

Pemienne Bompoca o0 BbIOOpE BpEeMEHM Hadajda HMHAYKIMKA TIOJIOBOTO Pa3BUTHS
SBJISIETCS WHIWBUIYaJbHBIM, YYUTBHIBAsl 3pENIOCTh MallMeHTa (TaKk Kak HE0OXO0JIUMO
pPEryJIsIpHO H JUIMTEIRHOE BpeMs NpuHUMaTh mpenapartbl). Haznauenume 3I'T
MO3BOJISIET MUMUTHPOBATh HAYaJO IIOJIOBOTO CO3PEBAHMS, CTUMYJIUPYS Pa3BUTHE
BTOPUYHBIX TIOJIOBBIX TPU3HAKOB, OOECIEeUrMBaeT MyOepTaTHBIA CKAa4OK pocTa H
ONTUMAJILHBIA ~ HA0Op  KOCTHOM  Macchl. Jmg  JOCTHMKEHHsS — aJIeKBaTHOM
MAaCKyJIMHU3AIlUU B cliydae BBIOOpa MY>KCKOTO MAacCIMOPTHOTO IOJjia B HACTOSIIIEE

BpeMs  CYIIECTBYIOT pasziudyHbie  (OPMBI  aHAPOTCHOB:  BHYTPUMBIIICUHBIC
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MPOJOHTHUPOBAaHHBIE 3(DUPBI TECTOCTEPOHA, T'eIM WM TMepopalibHble mpernapatsl. B
cllydae  TMapUMaJbHOW  HEYYBCTBUTEIBHOCTH K  aHApPOreHaMm  TpeOyroTcs
cynpau3UOJIOrHYeCKue J03bl AHAPOTE€HOB. JIEBOUKM C COXpaHEHHOW MAaTKOMN
HY>KJAIOTCS B ACTpOreHax Jjsi (OpMUPOBAHUSA BTOPUYHBIX MOJOBBIX MPU3HAKOB U
CTUMYJISILIUM Hadalla MEHCTPYaJbHONOAOOHBIX BblAeNeHUH. [IporecTrHbl OOBIYHO
N00aBJSAIOT IOCJE MOSIBICHUS NEPBBIX MEHCTPYaJbHONOJOOHBIX BblAeHeHU. B
OTCYTCTBHE MAaTKH HEOOXOJIMMOCTh B HA3HAYEHHUH [TPOT€CTUHOB OTCYTCTBYET.

JlicriancepHOe HaOJII0IEHNE OCYIIECTBIISIET YHAOKPHUHOJIOT, aHAPOJIOT, THHEKOJIOT 110

nepeadu MmoAPOCTKa BO B3POCIYIO CETh.

JesITeIbHOCTH CTY/IEHTOB HA MPAKTU4YECKOM 3aHATHH

IIpu Kypanum nanueHTa CTyICHThI TOJDKHEI.
1) u3y4uTh Ka00bI peOCHKA U POJUTENICH HA MOMEHT Kypalluu;
2) cobpaTh aHaMHe3 3a00JICBAHUS C YYETOM MapaMEeTPOB POCTa U TEMIIOB Pa3BHTHS
OTIIa ¥ MaTepH; B aHAMHE3€ KU3HU O0OpaTUTh BHUMAHHUE HAa T€UEHNE OEPEMEHHOCTH U
POJIOB, TMOKa3aTeIu JUIMHBI M MAcChl Teja, HAa TEMIIbl POCTa, HA COMAaTHYECKUN U
HEBPOJIOTMYCCKUI aHaMHe3 peOCHKa, Ha HETaTUBHBIC COITUATBHBIC (DAKTOPHI,
3) mpoBecTH TOJIHOE KIMHUYECKOe OOCiIeqoBaHne W OOpaTUTh BHUMAaHHWE Ha
YMCTBEHHOE pa3BUTHE, Ha MPOIMOPIHOHATBLHOCTh TEJIOCIOKEHUSI, Ha CTENeHb
OTCTaBaHHUS POCTAa W TIOJIOBOTO PA3BUTHA, HAa HAIWYWE TPHU3HAKOB BPOXKICHHBIX
aHOMAaJIMiA, THHEKOMACTHH, aHOCMHH, TUIIEPIIUTMEHTAIIUU ape0JI, KOKHBIX CKIIAJIOK U
TCHUTAJINH,
4) naTh OICHKY pe3yJibTaTaM JIabopaTOPHO-HHCTPYMEHTAIBHOTO OOCJICIOBAHUS H
Harpy304HbIX TOPMOHAJIBHBIX MPOO;
5) coBMecTHO ¢ JleHamM BpadyoM OOOCHOBaTh IMArHO3 M YKa3aTh OCHOBHBIC
MPUHITUIIBEI  JICUCHUsS] PEOCHKY C KOHCTUTYIIMOHAIBHOW 3aJepPKKOM pocTa W
nyOeprara:

— cOanaHCUpOBAHHOE MUTAHUE,

— MUHHUMH3AIMA BIUSHAS HEOIArONPUsATHRIX (DAKTOPOB OKPYIKAIOIIEH CPEIbl,
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— caHalus 04aroB MH(EKIUHU U JICUCHNE COMMyTCTBYIOLIUX 3a00JI€BaHUH,
— BBIIIOJIHEHHE PEKOMEHJAMI SHIOKPHUHOJIOra U IPYTUX CHEUAIUCTOB.
6) coCTaBHTH TUIaH TUCIIAHCEPHOTO HAOIOICHHS ITENATPA U CIICIUAINCTOB;
7) ompenenuTh BO3MOXHBII TPOTHO3 TEUYEHHS OOJIC3HU.
Ilpumep nocmpoenus ouaznoza
/lnarso3: [laHrunonuTyuTapusm.
/lnarno3: KoncTuTynmoHnaneHas 3aJiepKKa pocra 1 nmyoeprara.
Jlnarno3s: 3aziep:kKa oJIOBOIO CO3PEBAHUA.
/lnarsos: ['MmoroHagoTPOIHBIM THIIOTOHAU3M.
/Inarnos: Cunnpowm lllepemesckoro — TepHepa.
[{uarnos: Cunnpom Knaitndensrepa.

TecToBBIE 3aJaHNA 1JIS CAMOKOHTPOJISA IO TEME 6

«HapyuieHus1 M0J10BOT0 Pa3BUTHSI»

Bo ecex 3a0anusx ykasxcume 00un npaguibhslii omeem

1. s cuanpoma 1leperriepckoro - TepHepa XapakrepHo

) HU3KOPOCIOCTh, KOCTHBIC aHOMAJTNHU 1 TUMGOCTa3

b) HOpMaJIbHBII POCT M OTCTaBaHHE KOCTHOT'O BO3pacTa

C) BBICOKOPOCIIOCTh M COOTBETCTBHE KOCTHOTO BO3pacTa MacClOPTHOMY

d) BBICOKOPOCIIOCTh U BRIPAKEHHOE OTCTaBaHKE KOCTHOTO BO3pacTa OT MaCIOPTHOTO
2. Hambomee NAarorHOMOHMYHBIM CHUMITTOMOM (DYHKIMOHATIBHOW 3a7IEpKKM  TTyOepTata Yy
MAJTHUHKOB SIRJISICTCS

a) BBICOKHI pOCT

b) 3amepikka pocra

C) IUCTIPONIOPITMOHATIBHOCTD TEIOCIOKCHHS

d) kpunropxuzm

3. [lpu ycTaHOBINEHNM JMarHo3a TWMOTOHA3MA B 16-TieTHEM BO3pacTe ClieayeT

a) OTJIOKUTH JICUCHUE
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b) mpoBoAKTE JIeYeHNE TpenapaTaMu TECTOCTEPOHA TIOCTOSIHHO
C) HE IPOBOJIUTH JICUCHHUSI

d) mpoBOAKUTH JIeUCHHE TIperapaTaMi TOPMOHA pOCTa

4. B mporiecce (hopMUPOBAHKST CUHPOMA THIIEPAH/IPOTEHIH Yy IEBOYEK BE/TyIIIee 3HAYCHHE UMECT
a) MpexAeBPEMEHHOE TeIapxe

b) runoTupeos

C) UCYJIMHOPE3UCTEHTHOCTh

d) nucrenesus rouHan

5. Ocobennocty passuTys ietel ¢ cuaapomoM Llleperiesckoro - TepHepa
) YBEIMYEHUE BECO-POCTOBBIX MOKA3aTeNeH MPU POXKICHUU

b) cHIKEHHE BECO-POCTOBBIX MOKa3aTesel MPU POXKICHHN

C) YyBEIMYEHUE MOJIOYHBIX JKEJIe3 TIPU POKIACHUN

d) rUMmoroHa0TPOITHBIN TUIIOTOHATH3M

6. Jlmst cunnpoma Kradindernbrepa xapakTepHo

a)kapuotun 45x0/46 xy

b)ruanuHo3 criepMaTOreHHOTO SMTUTEIHS

C) runepruiasus kierok Jleinura

d) runepruiaszus kietok CepTonu

7. YOnoum ¢ cuampomom Kiaiiadernsrepa

) BBICOKOPOCIIBI C €BHYXOUJIHBIMH MPOTIOPIHSIMH TeJa

b) uMeroT HU3KKE TEMIThI POCTa

C) UMEIOT YBEJIMYEHHBI 00BEM TECTUKYII

d) UMeroT HOpMaTbHBIE TEMITHI POCTA

Kiaunuveckue 3a1a4u 1JI CAMOKOHTPOJIS 0 Teme 6
«HapyuieHus 1moj10Boro pasBuTus)
3agaua Nel. Poputenu 3-X JeTHEro MayibuMka OOpaTWIIMCh C JKalobamMu Ha
YCKOPEHHBIA POCT U MOSBJICHUE MOJOBOTr0 oBosioceHus. Ponusics ot | HOpManbHOU

oepemenHoctd. Macca Ttenma mnpu poxaeHuun 3600 1, mmHa Tena 52 oM.

148



[TocnepomoBoii mepuon U paHHee pa3BuTHE HOpMasbHbIe. C 2-X JIET cTayl OBICTPO
pacTH, onepexasi B poCTE€ CBOMX CBEPCTHUKOB. Torma ke mosBHJIOCH OBOJIOCEHUE B
NOJMBIIICYHBIX BMaguHAaX W Ha JoOke. Ilpum ocmotpe: @usnueckoe pa3BUTHE
COOTBETCTBYET S5 TOJaM, YKOPOUEHHE HPOKCUMAJbHBIX OTIEIOB KOHEYHOCTEM,
OBOJIOCEHUE Ha JOOKE W TMOJIMBIIICYHBIX BIaguHax. HapyKHble MOJIOBBIE OpraHbl
c(hOpMHUPOBaHbI MPABUJIBHO, MOJIOBOM WIEH JJIWHOM 5 CM, SIMUKM B MOIIOHKE, UX
00BEM He Oonee 1 mit.

3ananue:

1. Baur npeanonaoKuTeabHblid T1arHos:

@) OIyXO0JIb TOHA/IBI

b) mpexneBpeMeHHOE MOJI0BOE PA3BUTHUE IIEPEOPATLHOTO reHe3a

C) HeoCJIO)KHEHHas (hopMa aJpEeHOT€HUTAIBLHOTO CHUHIpOMa

d) Hopma

3agaua Ne2. Manbuuk 15 mer oOpaTmics K y4acTKOBOMY NeEAUATPy IO TOBOIY
OTCTaBaHUSl POCTAa OT CBEPCTHHUKOB, MOBBILIEHHYIO YTOMJISIEMOCTBH TOCIIE YpPOKOB.
Ponurenu cpeanero pocta: math 160 cm, otent - 177 cMm. B nepunaTanbHoM U o01iem
aHAMHE3€ OTMEYAETCS: XPOHUYECKAsl TUIIOKCHUS IUI0Ja, poauiics ¢ maccou tena 3200
T, JVIMHOU 51 cM, BBINIMCAH U3 poJaoMa Ha 5 CyTKU. ['py/iHOE BCKapMiIMBaHUE 10 3-X
MecsueB. B 12 mecsues: poct 73 cm; Macca tena 10 kr. bonen yacto npocTyaHbIMU
3a00€BaHUsIMU, B 5 JIET NIEPEHEC COTPSICEHUE TOJIOBHOTO Mo3ra. Ha mpotrsbkenun
BCEro JETCKOTO BO3pacTa MMEN HEBBICOKHI POCT 10 CPABHEHHIO CO CBEPCTHHUKAMMU.
3a nocnegnue 2-3 roga Temnsl pocta 1o 5 -7 cm/ron. Ckadok pocTa OTCYTCTBOBAJ.
ITpu ocmoTtpe: poct 149,5 cm, UMT 16 kr/mM2, npaBUIBLHOTO TEIOCIOXKEHUS (IIIUPUHA
mied OOoJbIlle IMIMPUHBI Ta3za), MOHUKEHHOTO MUTAHUS, CO CTOPOHBI BHYTPEHHHUX
OpraHoOB MaTOJIOTUU HE BBIABIECHO. HapyKHble MOJ0BbIE Opranbl c(hOPMHUPOBAHBI 11O
MY>KCKOMY THIY, JJIMHA sndek He pocturaer 2,5 cm, P1 Ax1l. KoctHslii Bo3pact
COOTBETCTBYET 12 romam.

3aganme: Ball NPEINONOKUTEIbHBIA JTUArHO3, BO3MOXHOCTH OOCJEIOBaHUS H

TaKTHKaA.
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IHpunoxxkenus
IIpunoxenue 1
Kinunnyeckue ciayd4au U3 NPaKTHKHU

IHAOKpUHOJIoTHYecKoro otaenenuss OJKb Nel

Cayuaii 1. Jlesouka B. 7 jeT moctymuia B racTpOIHTEPOJIOTHYECKOE OTIEIICHHE
neTcKkoi OonpHUIEI. JKamoObl mpu TOCTYIJICHWW: OO B JKMBOTE HOIOIIETO
XapakTepa, 3amnopbl, MOBBIIIEHHYIO YTOMIIIEMOCTb, CYXOCThb KOXH, HHU3KHE TEMIIbI
pocrTa.

AHaMHe3 3a00y1eBaHMsl: 00JIM B )KUBOTE OCCIIOKOSAT B TEUECHUE T'0JIa, YUACTHIIUCH 32
nocjaeaHue 6 MecsaneB W NMpoxoaar mocie aedexaumu (ctyn 1 pas B 3-4 nHsa). 3a
MOCJEAHUN TOJ[ CTaJ0 3aMETHO OTCTaBaHHWE B POCTE OT CBEPCTHUKOB, MOSBUJIACH
CYXOCTb KOXH M 350KOCTb. C BbIIIIEyKa3aHHBIMU KaJI00aMH 0OpaTUIIUCh K MEIUATPY
Y BIIEPBBIC JICBOUYKA OblIa TOCTIUTAIM3UPOBAHA.

AHaMHe3 xu3HU. Ponunack OT mepBoil OepeMEHHOCTH, MPOTEKaBIIEH C yrpo3ou
npepbIBaHus ¢ paHHUX cpokoB. HacnenctBenHocts otsromena no CC3. Poct matepu
— 160 cm, poct otua — 175 cm. Ponbl cpounble, macca npu poxzaeHuu 2700 rp.,
muHa Tena 49 cMm. HeoHatanbHbIM CKPUHUHT — OTpUUATENbHbIM. Ha ectecTBeHHOM
BCKapMJIMBaHUHM Haxomwiach 10 6 wMec. Yacro Ooneromuil pecrnupaTopHbIMUA
3a0oneBanusiMu pedbeHok. [IpuBura no Bo3pacry. Ilpenapats! oga u Butamuna J —
HE NMPUHUMAET.

O0bexTuBHO: OO0IIEe COCTOSHHME CpEIHEW TSHKECTH 3a CYET CHHIpPOMA
WHTOKCHKAIMHU ¥ aboMuHanpHOTo 6osieBoro cuaapoma. Poct 108 cm (SDS pocra = -
2,10 SD); Bec — 17 xr, UMT 14, 3 xr/m2. Iloctossuubix 3y6oB — 4. P1 Mal MeO.
[IuTtoBuaHas xemne3a | cTeneHu mIOTHOBATOM KOHCUCTEHIINH.

Koska GnenHo-xkenTasi, cyxas, IISIyIIanascs Ha KOHEYHOCTSAX, CUMITOM «IPSI3HBIX
KoJieHeH | JokTel». [yObl cyxue, Si3pIK TyCTO OOJIOKEH Oe0-CephIM HAJIETOM,
caJuBaIlMsl CHIDKEHA, 3ae/lbl B yriax pTra. MbIllIeYHbIH TOHYC 3HAYUTEIbHO CHUKEH.
Jlpixanue Be3ukyssipHoe. Yactora apixanust 17 B MuH. ToHBI cepania IpUTIIyIIEHBI,
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put™m mpasmibhbiii, YCC — 70 B munyty. A/Jl = 80/55 mm pt. ct. XKXuor npu
nanbllallud MATKAN, OOJE3HEHHBIH B SIUTacTpalbHONM 001acTH, B MPOEKIHUU
curmMoBujHOM kumku, B T. Kepa. TlonoxurenbHelii cumnTom Mepdu.
Moueucnyckanus peakue — 4 pasa /CyTKH.

Pe3yabTaThl 00c/Ie10BaAHUS.

B oOmiem anammuze kposu: Op 3,48%10712/m; Hb-104 r/m; ymepenHnas 303uHO(UIMS
5%; COD 23 mm/4ac.

B 6uoxumun kpoBu — o01uii xonectepud 8,8 mmouns/i, JIITHIT — 5,3 r/m.

TTT = 23,0 MmEx/mit; ¢T4 — 7, 2 mmons/m; Tutp AT/TIIO > 600 y.e.

OO6uuit ananus moun — ya. [motaocts 1030, Mo4eBoi ocanok 6€3 0COOEHHOCTEH.
Konporpamma: MbliieuHbIe BOJIOKHA +; HETlepeBapuMast KieryaTka ++; rpuosl +.
VY31 opraHoB OpIOMIHOW MOJOCTH M 3a0pPIOIMIMHHOTO MHpPOCTpaHCTBa: IudPy3HbIC
WU3MEHEHUS TKAaHU [TEYEHU U TOJDKEITYJOYHOM KEIIE3Bl.

Y3/ opranoB MaJIoro Taza ¥ KOHCYJIbTALMS THHEKOJIOTA: KUCTA IPABOTO SIMYHUKA.
VY3U mwmToBuaHOM Kene3bl: 00beM 8,6 cM3. KOHTYphl pOBHBIE, YETKHE, CTPYKTypa
reTEpPOreHHasl,  AXONEHHOCThb  CHIKEHA.  3akimrodeHue:  Y3W  mpusHaku
AyTOMMMYHHOI'O TUPEOUIUTA

OKI': anekTpuueckas OChb cepila pacrojio)KeHa HOPMallbHO. Murpanust BOAMTEIS
pUTMa M3 CHHYCOBOI'O y3Ja B MpaBoe MpeacepAue Ha (PoHE pe3KO BBIPAKEHHOM
aputmun. YCC 88-56. B nosioxkeHnn cTos apuTMHS UCYE3IIA - CHHYCOBBIN PUTM.
Pexkrocurmounaockonusi: GOJTUKYISAPHBIA TPOKTOCUTMOUINT.

Pentrenorpadus KUCTeil 1 JIyde3ansiCTHBIX CYCTaBOB: KOCTHBII BO3pacT Ha 4-5 JeT.
Kimnanueckuii nmarnos: {uddys3nsiii Hetokcnueckuii 300 | crenenn. XpoHUUYECKHi
ayTOMMMYHHBIA TUPEOUIUT. | [epBUUYHBIN THIIOTUPEO3.

3agepxka (PU3NYECKOTO pa3BUTHA. XPOHHMUYECKH BTOpuuHbIA KoiauT. BCJ/] mo
BaroToHW4YeckoMy Ttuny. Hapymienue purma cepaua (Murpanvs BOIWUTENS PUTMA).
Kucra npaBoro ssuuHuka.

JleyeHnme: 3amecTuTeNbHAS TOPMOHAIbHAS Tepanus: JIECBOTUPOKCHUH MOCTOSIHHO TMOJ

KOHTpoJieM camouyBcTBUsA U ypoBHs TTI', ¢ 25 mkr, 3arem 37, 5 MKI, TOCTENEHHO
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noBbIlas 103y 10 HopMmanu3anuu ypoBHa TTIT' B xpoBu. Kontposs TTI' — 1 pa3 B
MecAll 10 JOCTHKEeHHs HopManbHoro yposHs TTI, a 3atem — 1 pa3 B 3 mecsua.
OnHOBpEMEHHO Ha3HAYarOTCs Mpenapatkl Hoaa B Bo3pacTHOM A03e — 100 MKr/cyTku.
HucnancepHoe HaOII0I€HUE SHAOKPHHOIIOTA.

Jleuenue COIIYTCTBYIOIIUX 3a00J1eBaHMI Yy neauarpa, raCTposHTCpOoJIora, KapanoJjora

Cayuaii 2. /leBouka B. 16 ner Haxomwiach B 3HAOKPHUHOJIOTHYECKOM OTJIEIICHUH
OJKB Nel ¢ 25.09.20 r. mo 13.10. 2020 r.

IocTynuia ¢ :xanodamm Ha: ci1a0OCTh, MOBBIICHHYIO YTOMIISIEMOCTD, MMOTIUBOCTD,
OIIlYIIIEHHE CeplleOnueHus, JpoKaHWe pyK, HHOIJAa BCEro Tea, YyBEIUYCHHE
pa3MepoB II€H, IMOLMOHAIBHYIO JIAOUIBHOCTh, TOJIOBHBIE 00JIM, MEPUOAUYECKU Ha
MTOBBIIEHNE apTEPUATBHOTO JIaBJICHUS.

Anamues 3a0oaeBanus: [lepseie cumnromsl nosBuimck ¢ Mas 2020 roga. C 15.09
o 21.09 npoxoauna obcnenoBanue u neyenue B JII'b Ne 11 ¢ auarnozom. Cunipom
BETETATUBHON AUCPYHKIMKA CHHYCOBOTO y3Jla: CHHycoBas Taxukapaus. HaznaueHo
nedyenue: aHanpwivH 10 mr. Bedepom Ha ¢oHe mpuema aHampaivHa COCTOSIHHE
NeBOYKH pe3ko yxyammuinock. BerBamu CMII u ee rocniuranusupoanu B OJKD B
KapIHOpEBMATOJIOTHUYECKOe oTaeineHue. [locie KOHCyJmbTaluu HSHAOKPUHOJIOTA
NEBOYKY IIEPEBENN B DHAOKPUHOJIOTHYECKOE OTACIICHUE.

IIpu nocrymiieHun oOIee COCTOSHUAE TSKEIO0E 32 CUET BBIPAKEHHOCTH CHMIITOMOB
TUPEOTOKCUKO3a. DMOIIMOHAIIBHO JTabWiIbHA, CyeT/InBa, 300 |l cTenenu, muToBUHAS
’Keje3a TJIOTHO-AJIACTUYECKOW KOHCHCTEHIMH. JK30(TanbMm, cumnTombl [pede,
Koxepa, IlltensBara, Mebuyca. Koxa cmyrmnas, ropsidasi Ha OIIyIlb, BBIpaKEHA
MOTJIUBOCTh,  TMOJKOXHO-)KUPOBOM  CIIOM  BBIpQXEH  YJIOBJIETBOPHUTEIHHO.
I'uneprniurmentanusa Bex. AJl 140/60, UYCC 112 ya B muH. [lpu nanpnanuu rpaHuil
Cepilila BBISIBIICHO YBEJIMYEHHUE JIEBOM TpaHulbl cepaua Ha 2,0 cM, TOHBI cepjua
AKLEHTYUPOBAaHbI, CUCTOJINYECKUN IIIYM BO BCEX TOUKax. B JpIXaTEeIbHOW CHUCTEME —
6e3 ocobenHocteil. Annetut noseiieH. [leuens He yBenuuena. Ctyn 2-3 pasa B

neHb. Moueucnyckanusi yBenudeHsl. HeycroitumBocts B mo3e PombGepra, Tpemop
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BBITSIHYTBIX pPYK. BTOpHuYHBIE TMOJOBBIE TPU3HAKH COOTBETCTBYIOT BO3pACTY.
[Tocmenqaue mensis 12 wrons. YpoBeHb TopmoHOB coctaBwr: TTI 0,0 mEn/m;
cT4 144,6 nmons/it; Tutp AT-TIIO 63,3 ME/Ma (Hopma 0-60,0).

Jluarno3 npeaBapurenabHblii: CunapoMm TupeoTokcukosa. JuddepeHimanbablii
nuarno3 mexay T3 u AUT.

Pe3yibTaThbl NPOBEAEHHOT0 00C/I€I0BAHMS:

OO6mmii ananu3z kposu 20.09.20: Op-4,63*10"12/n; He-114 v/m; JI - 5,5%1079/m;
PLT-279*10"9/m; ¢ 29,1%; 1-55,5%; M-11,6%:; 5 -3,6%.

OO6mmii ananu3 kposu 09.10.20 r.: Dp-5,38*10"12/m; He-134 1/mn; JI-6,21*1079/m;
PLT- 334*10"9/n1, c-41%; 11 - 44%; M-8,2%; 3-6,4%.

Buoxumus kpoBm: obmmit 6emok - 67,0 r/m; ACT-20,0 ME/n; AJIT-21,0 ME/x;
oOmwmit 6mmupy6oun- 10,6 Mxmons/n; kpeatunud - 22,0 mxmons/n. AT pTTI - 36,18
ME/n. TTI (9.10.20 1.) - 0,01 MEn/z1; cT4 - 20,06 nmmouns/ii; CK®-75,0 Mur/MuH.
CI'TT: rmoko3a HaTomak 5,0 Mmouw/i1; 4/3 2 gaca - 4,5 MMOJIB/II.

OO01mmit aHaau3 MO4M: Y. TNIOTHOCTH - 1011; MOUeBO#1 0OCaOK B HOpPME.

Hpoﬁa 3I/IMHI/IHKOF0 - I‘I/IHep(i)I/IJILTpaIII/IH I10 KIIMPCHCY SHAOI'CHHOI'O KPCATHHHWHA.

noprust | 1 2 3 4 5 6 7 8 BCETO
Koi-Bo | 240 340 340 300 300 300 1820
ya. Bec | 1008 1010 1010 1012 1015 1015

oenox | 0,04 0,08 0,08 0,04 0,08 0,13

Y31 muroBuaHo# :keae3pl: VoOum -34.7 M, NapeHXMMa HEOJHOPOIHAs,
DXOT€HHOCTh CHUKEHA, YJIbTPa3ByKoBbIe npusHaku J(T3.

CuunTurpagusi IMTOBUAHON :Keje3bl: paBHOMEpHOoe pacnpeneineaue POII B
TKaHW YBEJIMYEHHOU IIUTOBUIHOM KeJe3bl 0€3 JOCTOBEPHBIX OUAroBbIX TPU3HAKOB.
KT (26.09.20 r.): VBenuuenue BonbTaxka 3yomos P, R, T. CuHycoBas Taxukapausi.
DKCTPACUCTOJIHA.

Muarno3: uddys3nubiii Toxkcuveckuid 300 |l cremenm, THpPeOTOKCHUKO3
ManugectHblii (bose3sns I'peiiBca), TsKe0e TeuyeHHe, CYOKOMIEHCAUMS TPH
BbINIMCKE.
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IHoayyaja jieyenue:

Cron 5a, pexuM MoynoCTENIbHbIN.

Tuamazos: 10 Mr 3 pa3a B CyTKH;

ATeHosnon 1o 25 mr 3 pasza B CyTKH C TIOCTETICHHBIM CHIDKEHUEM 10 12,5 Mr/cyTKu
o koHTposiem Al u UCC.

ATtapakc 1o 1 TaGneTke Ha HOUb 1 MecsIIy

3a BpeMs HaOJIOJICHUSI OTMEYAETCS MOJIOXKUTENIbHAS IUHAMUKA B BUJIC YMEHBIIICHHUS
CUMIITOMOB THPEOTOKCHKO3a, HopMmanuzamuss AJl, camxenune YCC, ynydiieHue
1a00paTOPHBIX MTOKA3ATEICH.

PexomenioBano:

JucriancepHoe HaOroieHne dHao0KpruHoaora B OLJID ( 8 mapra 1) 1 pa3 B Mecsil.
Kontpose ypoBHs ropmonoB (TTT, ¢cT4) dyepe3 7 nHel nmocie BBITUCKH U Jajee — 1o
Ha3zHauyeHUIo 3HA0KpHrHOIIora. KonTpoisb ypoBHs AT k pTTI — uepe3 2 mecsua.
Tuamazon (mepkaszonus, Tuposod) 30 mr/cyt ( ogHokpatHO i 10 mr 3 pasa B
CYTKH), aTeHoJ10 37.5MI/CyTKH: yTpoM 25Mr, BeuepoM 12,5 mMr, yMeHbIIEHUE A03bI
Ha 12.5 mMr 1 pa3 B 3 nus, ¢ 15.10 - 25mr\cytku: 12,5 mr yrpom 12,5 Mr Beuepowm, ¢
18.10.20 1. - 12,5 Mr ytpom, ¢ 21.10 otmena npenapara,

ATtapaxkc 1o 1 TabyieTke Ha HOYb B TeUeHHE | MecsIa.

[Ipu HOpManm3anuu aHamu30B (HOPMANbHBIN YpoBeHb cT4) - yMEHbIIIEHHE O3B
Tupo3zona 1o 5 mr 1 pa3 B 3 Heneau u noaKiIoueHue JIGBOTHUpPOKCHHA (dYTHPOKC, |-
TUPOKCUH) B n0o3e 75 -50 mkr/cyTku 3a 1 yac 10 3aBTpaka, ¢ MOCIEIYIOITUM
YBEJIMYEHHUEM J103bl Ha 25 MKr/cyTku 1 pa3 B 3 Henenu.

Kontposns AJl, HCC 2 pa3a B A€Hb YTPOM U BEYEPOM.

Cayuait 3. [leBouka B., 9 ser Haxoaunach B DHAOKPUHOJIOTHYECKOM OTJICJICHUHU
OZKDB ¢ 14 no 19 anpens 2021r. ZKanodbl Ha B3AyTHE )KMBOTA, 3aJI€PKKY CTYJIa MO
4-5 nHel, HOYBIO BCTA€T MOYHUTHCS 110 3-X pas.

N3 anamHe3a 3a0ojieBaHmsi: J[eBouka HampaBjieHa SHIOKPHUHOJOIOM BIIEPBLIE B

CBSA3U C TOSIBJICHUEM THUIEPIIMKEMUU B KOHLE ¢eBpans - Hayase mapra 2021 1.
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PeGenok HabmomaeTcs y necuxuarpa mno npuauHe 3a7ep>KKH YMCTBEHHOTO Pa3BUTHS,
B Tepamuu Tmody4daeT mnepurnuazuH. Ha ¢one neueHuss Obuia  BBISBIICHA
runepriavukeMust 10 12,0 MMOJB/T M TOBBIIEHUE TIMKAPOBAHHOTO TIeMOTJI0OOHMHA
(7,9%). KoucynbTupoBaHa B 00JIACTHOM ILIEHTPE JETCKOW SHJIOKPUHOJOTHH, B3STa
kpoBb Ha AT k GAD, BrisiBiieHO noBeIeHue Tutpa IA 2. Yposens C nentuaa ObLI B
HOpME.

[loctynuna B 3HIOKPUHOJOTHYECKOE OTACNICHUE ISl OOCIEAOBAaHHS U PEIICHUSA
BOIIPOCa 0 HEOOXOJUMOCTH Hauajia HHCYJIUHOTEPATHH.

IIpoBeneno odcaenoBanue. Poct 146 cm. Macca tena 45 xr

OO0mmii ananus kposu: Op 5,04*10712/m; He 141 1/m; JI 5,58*1079/1; neritpodusibl
34,9 %; mumdouutsl 51,6%; monorutel 10,8 %; 303uHOGUIEI 2,2 Y%; 6a30duas 0,5
%. CO3 6 mm/4ac.

Oommii anaiu3z moun: d = 1027; beiaka — HET, KCTOHYpUU HET, JCHKOLMTHI U
APUTPOIUTHI OTCYTCTBYIOT.

Buoxumusi kpoBu: 6emok 78,0 r/im, oumupyoun 15,0 mxmons/n, ACT- 25,0 ME/n;
AJIT — 21,0 ME/n; xonectepun 3,89 mmons/i; kpeatuHuH 44,0 MKMOJIB/JT; MOYEBHHA
4,8 MMOIB/11, TIIFOKO3a - 5,9 MMoub/i1. uHcyauH 7,05 McME/mn; C-mentua - 321
MoJIb/J1 (HopMa 260-1730);

TTT - 2,03 MME/ma; Aaru-TIIO - 1,01 ME/mn.

HbAlc - 7, 9 %, B nuaamuxe - 7, 2 %.

I'nukemunyeckuii npoguiib (MMOJIb/J)

Jara 8 -00 gac. | 13-00 wac. | 18-00 yac. | 21-00 gac. 23-00
Jac.
14.04 4,6 3,6 3,5 6,1
15.04 3,9 3,1 4,6 6,4
16.04 51 4,3 5,0 4,9
17.04 55 4,8 6,0 54 6,2
18.04 5,7 4,4 4,5 4,8 53
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IKI': Bripaxennas cunycoBas aputmus ¢ YCC 62-125 yn B mMuH (Ha ¢one
MOTOPHOI aKTUBHOCTH).

¥Y3U opranoB OproIIHOM MOJOCTH U MOYEK: YMEPEHHAsI TeraTOMETalus.

¥Y3U mmTOBHIHOM KeJe3bl: MATOJIOTUU HE BBISIBICHO.

KoncyabTanum cnenuaancTos:

HeBpousor: KorHutrBHBIE W MOBeAcHYECKHE HapylleHHs. CHHIPOM CTaTHUKO -
KOOPJAMHATOPHBIX HapylieHuil. KoruutrueHas snmientudopMHas e3uHTEer parysl.
I'acTposnTeposior: IlepBuunas nakTtazHas HenoctatouyHocTh (renotun CC).
O yHKIMOHAIBHBIN 3aI10D.

Knunuveckunii aumarno3: CaxapHblii auaber 1Tuma, BOEpBbIE BBISBICHHBIM Ha
JOKJIMHUYECKON CTaIUN.

ConyrcrByronue 3adojeBanus: [lepBuuHa jgakTazHas HEJOCTATOYHOCTh (T€HOTHI
CC). @®yHkuuoHanbHbI 3anmop. KOTHUTUBHBIE U TOBEICHYECKUE HapPYyIICHUS.
CHHIpPOM CTAaTMKO-KOOPJIMHATOPHBIX HapyuieHui. KorautuBHas snuwientudopMHas
JNE3UHTErPALIUSL.

[oayyana jeyenue:

Huera Ne 9 (14-15 XE), uncynuHoTepanus

[Ipomuimu yueOy B mikose auadera.

BelnuceiBaeTcs € yaydlI€HUEM, B KOMIEHCUPOBAHHOM COCTOSIHHH.
PexoMeH10BaHO: qUCTIaHCEPHOE HAOMIOICHUE 3HIOKpUHOJIOTa 1 pa3 B Mecsll;

mueta Ne 9 (14-15 XE), neneBoit caxap KpoBu 6-7 MMOJIB/JT;

PETYJSIpHBIA CaMOKOHTPOJIb, 3aHATUSL  (PUBKYJIBTYpPOU;

KOHTPOJIb TNIMKUpOoBaHHOTro remoraoduna HbAlc 1 pa3 B 3 mecsua;

MeZ. OTBOJ OT Npod. MPUBUBOK Ha 6 MECALEB, 3aT€EM B COCTOSHUM KOMIICHCALUU

IIJIaHOBas BaKITMHAIIMA.

Cayuaii 4. Manpuuk I1. 12,5 ner naxoguics B 'AY3 CO OIKB ¢ 3 mas no 13 mas
2021 roma: B OAP Ne2 ¢ 3 mo 5 mas 2021, a 3areM B 3HIOKPUHOJOTHYECKOM

otaeseHuu ¢ S mo 13 mag 2021 r.
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IMocTynuia B 3KCTPEHHO MOPAJKE € Ka100aMu HA 0OJIM B )KUBOTE, MHOTOKPATHYIO
PBOTY, OJBIIIKY U runeprivkemMuro 10 30,0 MMob/.

AHaMHe3 3200J1eBAHNS:

PeGenoxk 6oneer caxapubim auaberoM 1tumna ¢ 2010 roga. Ctax 3aboneBanus 11 mier.
[Tony4daer nncynunsl: Jleemup n Xymalor.

YTpom 3 Mas mocne npoOyX AeHUS MaJlbYUK MOXKaJloBajcsi Ha OOJIU B KUBOTE U
TOIIHOTY, 3aTE€M B TCUCHHUE JTHS MOSBUJIACH MHOTOKpATHAsI pBOTa 10 7-8 pa3, CuibHas
XKaxaa (BbIMUI okoyio 5 11 Bojwl). Ilpu koHTposae riukemun ObL1 moabem jo 30,0
MMoJIb/T. Matb pebenka BoizBasia CMIL.

bpuramon CMII mansumk nocraBnen B OJIKB. Cocrosnue tskenoe. Cormop.
Oppiika. llymuoe apixanue Kyccmayns. 3anax anerona uzo pra. Jerunpatarus |l
crenenu. OOmas OnenHocTh. /InabeTnueckuil pyOeo3 IIEK, S3bIK KPACHBIN, T'yObl
CyXue TIOTpecKaBIIMecs, 3aeApl B yriax pra. MbllieyHas TUIOTOHUSA,
runopednexcus. A/l 80/40. UHCC 110 B muH. [lpixanue xectkoe. ToHbI cepaia
MIPUTITYIICHBI, TaXuKapaus. JKUBOT HaNpsDKEH, Maablallid He AocTyneH. [ledeHp He
najgsnupyerca. Modencnyckanue penkoe (0buio 2 pasza). B mpuemHoM mokoe B3sTa
kpoBb i onpenencaus KOC. Pesynasratel: Ph met. 6,90; AB - 28,9; SBE-25,0; pO;
60,2; pCO, 23,0; raroko3a 26,0 MMOJIB/ 1.

C nuarnozom /Inabetnueckuit keroanuao3 |1l crenenu rocnuranuzupoBan B OAP2.
ITocne xynupoBanus JIKA 05.05.21 peGeHOK ¢ MOJOXHUTEIHHON JUHAMHKOW B
CTaOMIIBHOM COCTOSIHUM TIEPEBEICH B SHIOKPUHOJIOTUYECKOE OTIEJICHUE C IEIBI0
MIPOJIOJDKEHUS 00CIICIOBAHUS U KOPPEKITUU TEPATTHH.

Pe3yabTaThl 00cae10BaHUSA:

OO0mmii ananu3 kpou ot 03.05.21: Op 5,35 *1079/;m; HB 154 r/mm; JI 32,02 *1079/m;
Herpoduner 71,4 %; numdborutel 18,8%; Mononutel 9,5 %; TpomOouutsl 303
*10"9/m.

OO0mmii anaau3 kpou ot 05.05.21: Op 4,27 *10°"9/m; He 115 r/m; JI 8,57 *1079/m;
Herpoduner 18,7%; mumdonutser 66,3%; Mononutel 9,1 %; TpomOouuTel 305

*1079/m.
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buoxumus kpoBu ot 04.05.21: oOmuit Gemox 69,0 1/m; ansOymuubl 44,9 1/
omwmpyoun 6,0 mxmons/im; AJIT 16 ME/n; ACT 20 ME/n; kxpeatuaun 64 MKMOJIB/IT;
MoueBuHa 5,46 Mmons/i1, CPb 16,17 mr/n.

Buoxumuss kpoBu ot 05.05.21: oOmuit Oemox 62,0 v/im; ansObymuubl 41,2 /15
rII0Ko3a 5,45 Mmmoub/n; oomuit ounupyoun 5,5 mxmons/n; AJIT 17,0 ME/n; ACT 33
ME/n; TTTII 9,0 ME/n; L® 277,2 ME/n; a-amunaza 43,0 ME/n; kpeatunun 20,0
MKMOJIb/JTT; MoueBuHa 5,25 mmonw/1; CPb 0,08 mr/n; xonecrepun 4,13 mmons/m; TT
0,47 MMomb/11; xKene3o 8,59 MkMomw/n; kanuit 4,52 MMmosw/; Hatpuit 138,0 Mmoo/,
xyopusl 106 mmons/it. Hb Alc ot 6.05.21 - 12,2 %

KOC 03.05.21: pH 6,936; ABE -28,9; SBE -25,0; pO, 60,2; pCO, 23,0; riroko3a
26,0 MMOJIB/JI.

KOC 05.05.21: pH 7,370; ABE -6,1; SBE -6,8; pO, 99,0; pCO, 31,0; riatoko3a 6,5
MMOJIB/J.

Oo0mmii ananu3 mouu ot 03.05.21: ya. morrocts 1020; pH 5,0; benok 0,3 1/m;
IIII0K03a 55,5 MMOJB/JT; KETOHBI 15 MMOJIB/IT; JTEUKOLMTBI - OTP, 3pUTPOUUTH 50
e/1/MKII.

KT ot 03.05.2021: cunycosas taxukapausi ¢ HCC 128-133 yn/MuH.

Hb Alc ot 6.05.21 - 12,2 %

MAY ot 07.05.21 - 0,5 mr/monb kpeatuauHa (Hopma 10 3.4)

CK® 1o popmyne IBapua ot 04.05.21 r. - 113,95 mu/muH.

¥Y3MU opranos OprontHoi osioctu u movek ot 07.05.2021: I'emaTomeranus

IOMI' MoTtopHas akcoHaJIbHasi HeBpOMaTHs MajJo0epioBbIX HepBOB D>S.
Koncyabrauun cneuuaaucron: Poct 150 cm. Bec 43 kr.

HespoJor: J{luabernyeckas nmoauHEHponaTus HUKHUX KOHEUHOCTEH.
O¢ranbmosior: V OD= 15>1,6; V OS= 1,3; rma3Hoe AHO 0O€3 MATOJIOTHH.
3akmouenue: CMmenranapiii acturmaTtusM | ctenenu o0oux rias.

Kaunuveckuii nmarno3: Caxapsplii auaber, 1 Turma, cpeaHell CTENeHU TSHKECTH,
coctosinue nocie JIKA |1l crenenu, kommneHcanus npu BeInUcke. JlnaGeTnueckas

MOJIMHENPONATUs HUKHUX KOHEYHOCTEM.
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IHoka3zarean riaukeMun (MMOJIB/J1) U 1032 mogy4aeMoro nucyauna (E)

Jlara 8. 13 | 184 219 3q 6u BHUT o Ho o Ha noun

UHCYJIMHA 3aBTpak | obena | y>KHHA 22-00

a.

5 - - 14,9 144 |84 8,2 JleBemup 5,0 15,0
mas En/cyr

HoBopanun 1,5 15 1,5

En/XE
7 8,3 3,3 6,1 4,2 - 3,3 JleBemup 4,0 13,0
mas En/cyr

Hosopamun 1,7 1,7 1,7

En/XE
9 10,2 |5,0 3,6 41 2,8 2,9 JleBemup 4,0 13,0
Mast En/XE

Hogopanun 14 1,7 1,7

En/XE
11 3,8 6,0 7,1 9,4 4.7 - JleBemup 3,0 11,0
Mast En/cyr

Hosopamun 1,3 1,5 1,5

En/XE
12 53 53 13,0 9,7 - 3,7 JleBemup 3,0 11,0
Mas En/cyr

Hosopanug 1,1 1,3 1,6

En/XE

Ionyuan neuenue: cron Ne 9 (16-18 XE), uncynuHoTepanus Mo cxeme.
PexomenoBano:

JlucriancepHoe HabmoneHue y suaokpunosora B OL/ID (yn. 8 mapra,) u HeBposora.
Huera Ne 9 (16-18 XE).

PerynsipHbiii caMOKOHTPOJIb, 3aHATUS  (PUBKYJIBTYPOH.

Hucynunomepanus, n/k

B 8 gac. Jleremup (;1esemup) 3,0 E/I.

Wucynun nu3npo, acmapTt, TIyJIu3uH - kodpduruent. Ha 3aBTpak 1,1 EJI/XE

B 124. uncynuH nu3npo, acnapr, TiyJlIu3uH — ko3 uuuent Ha odex 1,3 EJI/XE

B 18 vac. MUucynun nusnpo, acnapt, Tiyau3uH - kodgduurent Ha yxkuH 1,6 EJI/XE

B 22 qaca - Jleremup (;1eBemup) 10,0 E/I.
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[ToTpeOHOCTH B yABTPaKOPOTKOM MHCYJIHMHE - 4 KapTpuka B Mecsil. JleBemupa - 2
HIMPUI-PYYKH/MEC.
Koaddunment uysctButensHoctu 4,0 mMmoin/i. Llenesoit caxap 6,0-7,0 MmoJib/i.
NunuBuyanbHas oaHas mpoQuIakTuKa (ﬁ0ﬂ0MapHH 100 MKT//1eHB)
Kountpons Hb Alc 1 pa3 B 3 mecsna; koutpoias MAY, OMI' - 1 pa3 B roa.
B cocTosiHMM KOMIIEHCAllMK IJIAHOBAsl BAKLIWHAIUS
Pexomenganuu HeBpodiora:
o HaOnronenue HeBposiora no MecTy >KUTEIbCTBA,
o HaGmonenue 3HI0KPHUHOIOTOM
e OHMI ¢ koHeuHocTel — yepe3 12 mecsies
e peXuM CHa-O00JPCTBOBAHUS
e JI®K, rumHacTuka
o Ilporynku Ha cBexeEM BO3AyXeE
o KoHcynbTanus ncuxosaora
o Jleyenne mnoj KOHTPOJEM HEBpOJOra/meauaTrpa IO MECTY JKUTENIbCTBA!
npenapartbl O-JIUIOEBON KHUCIOThI (THOKTOBasg kuciora) 300 mr yrpom 1
Mecsl, 3areM - MarHud 48 mr + numpuaokcuHa ruapoxiopunx 5,0 wmr
(manpumep, Marue B6) o 2tabnerku 2pasa B ieHb 1,5 Mecsiia.
o IloBTOpHast KOHCyHbTallUsI HEBPOJIOTAa M MECTY JKUTEIbCTBA B IIJIAHOBOM
MopsJIKe yepe3 6 MecAIeB

PexoMenmanum odTanpmoiiora: JIUCIIaHCEpHOE HaOmoaeHue odgTaabpMojora o

MECTY JKUTENBCTBA =~ 3PUTENIBHBIA PEXUM; T'YJISATh Ha CBEXKEM BO3JyXE HE MEHee 2

4acoB B JICHb, SIBKA HA y3KHI 3padyokK JjIsl TOJI00pa OYKOB

Cayuaii 5. Jlerouka K. 8,5 ner Haxoaunach B 3HIAOKPHUHOJIOTMYECKOM OTIEJICHUH
OIKb ¢ «24» mas 2021 mo «31» mas 2021 roma. Iloctymwma c xamnobamu Ha
HeCTaOWUJIbHBIA YPOBEHb TJIUMKEMUU. AHaMHe3 3a0oseBaHusi: [leBouka Oomeer

caxapueiM guabetrom | Tuma ¢ 2020 roma, manudecrtanuss B Kerosze. Crax
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3a0oneBanuss 1 roa. 3abosieBaHHE MPOTEKAET OTHOCUTEIBHO  CTAOMIIBHO,
HEOTJIOXKHBIX TOCIUTAIU3AIMKA 3a BpemMs HaOMIOACHWS HE OBLIO, THIOTIMKEMUU
orMeudaeT penko. Juery coOmromaer peryisipHo. Ilpenbiaymiasi rocnuTain3anus B
SHAOKpHHOJOTHYECKOe oTaenenne oputa B 2020 roay mpu MaHueCcTalud caxapHoro
nuaoera.

[Tonyuyaer nncynunotepanuto: Tpecuba 6,0 EJl/cytku u Xymanor: 3aBtpak - 0,5 EJ]
/ma 1 XE; oben - 0,6 El/na 1 XE; yxun - 0,7 EJI/ na 1 XE. Koaddurmuent
gyBcTBUTENbHOCTH (KY) - 4,0-5,0 mmons/n. LlemeBoit ypoeHb rimkemuu - 7,0
MMOJIb/T.  CaMOKOHTPOJIb MPOBOJIUT PETYJISIPHO. AMIUIUTYA KoieOaHU ypOBHSA
TJIUKEMHH B TeUCHHE nociieaHero mecsmna 4,5-16,0 Mmmons/i.

Panee BbIsSIBIICHHBIE OCIIOKHEHHS CaXapHOTO JMadeTa OTCYTCTBYIOT.

ConyrctByromue 3abojeBaHusl: AYTOMMMYHHBIM  TUpEOUAUT (aMOyJIaTOpPHO
nostyqasia DyTupokc 75 MKr 1 pas/cyTku).

[TocTynuna B SHAOKPUHOJIOTUYECKOE OT/EICHUE IJIAHOBO C IIEJIbI0 00CIIEeI0BaHUS U
Koppekuuu uHcynunorepanuu. Poct 112 cm. Macca tena 29 xr. UMT16,6 kr/m2.
[Ipu mocTyruieHHH caMO4YyBCTBUE JEBOUYKH YOBJIETBOPUTEIHHOE, 00IIEEe COCTOSHUE
cpenHen Tsbkectw  BeaeactBue nexkomneHcanmu  CJ[. [leBouka nmpaBHIIBHOTO
TenocnoxkeHusi. DU3nueckoe pa3BUTHE COOTBETCTBYET Bo3pacTy. Koxka uwmcras,
cyxas Ha KoHewuHocTsX. llluroBumnas xenesa (-1 miuoTHOBaTass W TMOBEPXHOCTH
HepoBHas. HapymieHuii co CTOpOHBI BHYTPEHHUX OpPraHOB HE BBIABIEHO. ECThb
MPOOJIEMBI CO CTYJIOM- CKJIOHHOCThH K 3aropam.

O6uuit ananmu3 kpoBu oT 25.05.21: Opurtporutsr 4,94x10°9/n; HB 137 1/m;
Jletikoumtel 4,25x1079/m; dopmyna: HehTpopunsl 36,3%; mumdbonutsl 55,5%;
MOHOITUTHI 6,1%, 303uHOGUIEI 2,1%, TpoMOOIHTEI 241 X1079/11.

buoxumust kpoBu ot 25.05.21 r.: oOmwmit Genox 68 r1/1, oOmuii ounupyoun 30,2
MKMOJIb/JI, IPSIMO¥ OuupyOouH 4,6 MKMob/1; xonectepud 4,86 mmons/m; ACT 27
ME/n; AJIT 15 ME/n; xpeatrunaun 40,0 mxmoub/n; moueBuHa 5,12 mmons/n; TTI
23,070 mEn/n (mopma 0,3-4,0); HbAlc - 9,0 %.

AHnanu3 Mouu Ha MUKpoanibOymuH: 0,7 Mr/mMoib kpeatnHuHa (HopMa 10 3.4)
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CK® no popmyne [Bapma - 120,0 mu/mMun

OOwmuit ananu3 Moum: yaenbHas mioTHocTh 1023; pH 5,0; benok — He oOHapyxeH,
TJIF0K03a U KETOHBI OTCYTCTBYIOT; MOY€BOM OCaJ0K B HOPME.

¥Y3H oprasoB OpromIHOK MOJOCTH M 3a0PIOMIMHHOTO MPOCTPAHCTBA: MATOJOTUU HE
BBISIBJICHO.

¥Y3U muTOoBUIHOM 5Kee3bl: PacloOKEHUE IUTOBUIAHON JKeJe3bl TUITMYHOE, (hopMa
MpaBUJIbHAs, CTPYKTypa HEOJHOPOJHAsl, 3XOI€HHOCTh HEOJHOPOJHO IOBBIIICHA.
Kancyna xene3pl mpociexuBaeTcsi Ha BceM MNpOTskeHUU. COCyAuCTBhIA PUCYHOK
MapeHXUMBI JKEJIe3bl B PEKUME IBETHOW Jommuieporpaduu yCUiieH. 3aKITIOUYCHHE:
Huddy3Hble 13MEHEHUS IIMTOBUIHOM JKEJIE3bl.

IKI': cunycoBbii putm ¢ YCC 74-90 yn/mun. Hecnemuduueckoe HapylieHUe
BHYTPHKETYTI0YKOBOU MPOBOIUMOCTH.

KoncyabTanum cnenuaancTos:

Herpomor: J[luarnos: ActeHo-HeBpoTueuckuii cuuiapoMm. Cunapom auddys3Hoi
MBIIIEYHON TUIIOTOHUM

Od¢ranpmonor: VOD=1,1; VOS=1,1; rnazHoe 1HO: 6€3 MaTOJOTHH.

3akmouenue: ['unepmerponus | crenenn oboux rias.

I'nukemusi (MmoJib/01) - 1032 uHcyJauHa (E/I)

Hara| 8q. | 13a | 184 | 214 3u 6u BU]I nepen nepen rnepex | Ha HOYb
MHCYJINHA 3aBTp. | obemom | yxkuHoM | 22-00

24. - 1104 13,2 | 116 | 6,0 - Tpecuba en/cyt 6,0
05 Xywmaror en/Xe 0,5 0,6 0,7

26 6,1 {119 159 | 13,2 | 14,7 | 7,3 |Tpecuba en/cyt 6,0
.05 Xymarnor en/Xe 0,9 1,0 0,7

28. 79 76| 83 121 91 - Tpecuba en/cyt 6,0
05 Xymanor e/Xe | 0,9 1,0 0,8

30. 8,3 [13,7| 6,8 71 | 119 | 7,8 |Tpecuba en/cyr 6,0
05 Xymanor e/Xe | 0,9 1,0 0,8
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Kannnuyeckuii nuarno3: Caxapaeiii amaber 1 Twma, cpemHel CTENeHU TIKECTH,
JNEKOMIIEHCALIUH MPU MOCTYIJIEHUH, KOMIIEHCAIIUSI IPU BBIMHUCKE.

OcJ105)kHeHUs1 0OCHOBHOTO 3200/1€BaHUA: HET

ConyrcrByromue 3a0oneBaHusi: AyTOMMMYHHBIA TUpeouauT, 300 | crenenw,
nexommencanus. ['unorupeo3. I'mnepmerpornus | creneHun oGoux ria3. ACTEHO-
HeBpoTHueckuil curapom. Cunapom audPy3Hoi MBIIIIEYHONU TUIIOTOHUU

Hoayuana jgedenue: cton 9 (16-18 XE), uncynuHoTepamnusi 1o cxeme.
PexomMmenagoBano:

JHucnanceproe HaOmoAeHue y sHA0KpuHOI0Ta B OIJID (yn. 8 mapra,l), okymnucTa,
HEBpoJIora

Cron Ne 9 (16-18 XE/cyTkn)

PerynspHsbiii CaMOKOHTPOJIb, B TOM UKcClie (PUBKYIBTYpA.

Nucynunorepanus, n/k:

8 4. MHCYJIHH JIM3MPO, achapT, TIyIu3uH - ko3¢ dunuent Ha 3aBTpak 0,9 EJI/XE

124. MHCYJIMH U30PO, acHapT, MIYIU3UH - Koddduuuent Ha ooen 1,0 EJI/XE

184. UHCYIMH TU3IPO, acnapT, MIyIU3UH - Kodhdunrent Ha yxuH 0,8 EJI/XE
MOTPEOHOCTH 3 KapTPUIKa B MECHII

B 224yaca n/k [dermonex (Tpecuba) 6,0 E/]

KoaddunmenT uyBcTBUTEIBHOCTH - 4,0 MMOJIB/T; TIeeBOM caxap - 7,0 MMOJIB/

ITon xonTposieM sHAoKpuHOIora: DyTupokc (L-tupokcun) 75 mkr/l pa3 B cyTku
yTpOM HaTOIaK (3a 4Yac 70 €bl) MOCTOSHHO C BO3MOKHOW KOPPEKITUEH [03bI.
Kontpons TTI', T4 - uepes 2 mecsua

Kontposs Hb Alc 1 pa3 B 3 mecsna, koutpoins MAY, OMI' 1 pasa B rog.

B cocTtosiHMM KOMIIEHCAllMU - TIJIAHOBAs BAKIIMHAIIKS.

PexoMeHaninu HeBposiora: HaOII0IEHUE HEBPOJIOTa 1Mo MeCTy xkuTeibctBa, DHMI ¢
KOHEUHOCTeM — dYepe3 3-6 MecslleB B IUIAHOBOM TMOPAJIKE, PEXKUM CHa-
6oapctBoBanus, JIOK, ruMHacTHKa, MPOTYJIKH HA CBEKEM BO3IyX€, JICBOKAPHUTHH
(kapauton 500 Mr mo %2 Tabn. yrpom 1,5 mecsua). [loBTopHas KOHCYJbTalMs

Hespoiaora OJIKb B minanoBoM nopsiake uepes 3 Mecsiia.
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Pekomenpanmu odTanpMonora: JuCHaHCepHOE HaOmoaeHue odrampMoora o
MECTY JKUTEJIbCTBA;

3pUTENIbHBIA PEKHUM, MPOTYJIKA Ha CBEXKEM BO3JyXEe HE MEHEE 2 4acoB B JEHb,
MMOBTOPHBII OCMOTp 4epe3 6 MECSIIEB.

YuuThiBas HapyUIEHUS KU3HEACSITEILHOCTU U COIMAIBHOM ajantanuu y peoeHka ¢
caxapHbiM auaberoM 1 Tuma, HEOOXOJMMOCTh TOCTOSHHOW 3aMECTUTEIbHOU
WHCYJIIMHOTEpAIH, a TAKkKe JaOUIbHOCTh TJIMKEMUU, CKIIOHHOCTb K TUIIOTJIMKEMHUSIM,
HE0OXO0IUMO PACCMOTPETH BOMPOC O MPOJICHUU IPYIITII HHBAIUIHOCTH.

Ha ocHoBaHuM Hamuuuss y peOEHKa HapylWIEHUs 3/I0pOBbS CO CTOMKHM
paccTpoMCTBOM  (PYHKUMH  OpraHusma, HOPUBOASIIMM K  OIPAaHUYEHUIO
KU3HEACSITEILHOCTY U HEOOXOIMMOCTH COLMAJIBbHON MOAJEPKKH, BKIHOYAs
peabwimmranuio, U1 B coorBercTBUM ¢ IloctanoBnenuem IlpaBurensctBa PD oT
20.02.2006 roma Ne95 «O mopsiake W YCIOBHSX MNPHU3HAHMS JIMIA WHBAIAIOM)
PEKOMEHI0BAaHO HAIPABUTh PEOCHKA Ha MEAUKO-COLUAIBHYIO IKCIEPTU3Y IO MECTY
KUTEJIbCTBA.

ObecrieueHne TECT-MOJIOCKAMM I OINpEAENieHUs caxapa KpOBH  JOJIKHO
nmpoBoauThCA cornacHo IIpmkaza MuHncTepcTBa 3apaBoOXpaHeHUss Poccuiickom
®enepanuu oT 9 HOs1Opst 2012 1. No 7501 "OO yTBepKIeHUU CTaHAapTa NEPBUYHON
MEINKO-CAaHUTApPHON MOMOIIM JETSIM NpU MHCYJIMH3aBUCHMOM caxapHoM auabere"
(peKOMEHI0BAaHHOE YMCIIO U3MEPEHUN caxapa KpoBH B Toj] cocTaBiseT — 1460, unu 4
paza B CYyTKH; NPEANOYTUTEIBHEE WCIIOIb30BaTh IOPTATUBHBIE aHAJIM3ATOPHI
TJIIOKO3bl  (TJIFOKOMETPBI), KalMOpPOBAHHBIE 10 IJJa3ME€ BEHO3HOM KpOBU H

cootBeTcTBYOmuUe TpedoBanusm 'OCT ISO 15197-2013).

Cayuait 6. Manpuuk /l., 10 mer Haxoguicss B d3HAOKPUHOJIOTUYECKOM OTIEIICHUH C
17.09. 20r. o 23.09. 20 r. [Toctynui ¢ xkano6amMu Ha HECTAOMIIbHYIO NIMKEMHUIO,
3a/IepKKy pocTa.

AHamHe3 3a0osaeBanusi: CaxapubeiM quadetom crpagaet ¢ 2010 roga. Ctax quadera

10 mer. Manudecranust B keToamuaose. 3a0o0jeBaHHE MPOTEKaeT CTaOMIBHO. 3a
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BpeMs HaOJI0ICHUS HEOTIIOKHBIX TocnuTanu3ammii He 0pu10. B 2011 1. ycTanoBieHa
WHCYJIMHOBAsl TMOMMA. [ MIOrIMKEMHMM C YacToTol a0 4-5 pa3 B HEIeNwo.
CaMOKOHTPOJIb TMPOBOJSAT PEryJsipHO, JO 5-6 pa3 B JACHb - YCTaHOBJICH
KpyrJIocyTouHbIi MoHUTOpHHT Free Style Libre. Ammmuryna konebGanwii ypoBHS
IVIMKEMHH B TeUeHUe nocieaaero mecsana 4,3 — 14,0 mmonw/n. Jluety cobmomaeT He
BCET/IA.

Heonnokpatno o60cnenoBan B HUWM Jlerckoil SHAOKPUHOIOTUM T. MOCKBBI.
[Tocnenuss rociiuranuzanys B anpenie 2020 roga. BeisBieHa 3aiepkka GU3NIeCKoro
pa3Butus (SDS pocta -2,17, KOCTHBINM BO3pacT - Ha 7 JIET, TEMIIBI pOCTa 2 CM B TOJ).
B otTaeneHunm HacneACTBEHHBIX HSHJIOKPUHONATHN BBICTABICHBI TMOKAa3aHUS K
MIPOBEJICHUIO CTUMYIISIIMOHHBIX TPo0 /1t uckimoueHus aedumura CTT.

IIposeaneno odcienoBanue: Pocr 123cm, Bec 25 kr.

O0mmii ananus xpoBu: Op 4,57 *1072/m; He 115 r/m; JI 4,7%10"9/;m; PLT
280*1079/71; neittpodunsi-36 %; mumdonutsl 46%; COD 4 mm/yac.

Buoxumus kpoBu: obmmii Oemok 73 r/m; xonectepun 6,13 mmons/n; ACT 62,0
ME/n; AJT 49,0 ME/n; oOmmuii Oumupyoun 8,5 Mkmoub/i;, kpeatuHuH 33,0
MKmounw/i1. Hb Alc - 8,4% ; TTT 4,28 mEa/mi; ¢T4 - 14,07 nMouns/11.

I'nukemusi (MMo0JIb/J1) ¥ 1032 BBOAUMOro uHcyjauna (EJI)

Jlata | 8 13 18 21 03 06 Bun o o 10 Ha
yac. | yac | uac yac yac | gac WHCYJIMHA 3aBTp. | oOena | y')KMH | HOYb
a
17.09. |- 6,5 (15,3 |55 8,7 - bazan, EJl 4,8
Bonrocer, EJI/XE 1,3 1 1
20.09. (7,4 |8,7 |57 9,0 15 5,0 bazan, EJl 4,8
Bomocel, EII/XE 1,3 1 1
27.09.144 |54 |45 7,3 105 |75 bazan, E]| 4,9
Bomocel, EII/XE 11 1 1
28.09. (10 |74 |3,2 8,3 4,0 8,9 bazan, E]l 5,0
Bomocer, EJI/XE 1 1 1

OO6mmii ananu3 moum: yn. sec 1030; benok - Her, rimoko3a 56 mmons/i, L- 0-1-0.
MAY: 0,7 mr/mMmorns (Hopma 110 3,4)

¥Y3U opraHoB OPIOIIHO¥ MOJOCTH U MOYeK: 0€3 MaTOJIOTHH.
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IKI': Cunycossiii putm ¢ UCC 80-88 yn/mun. [lonHas Onokamga mpaBOil HOXKKHU
nyuka ['uca.

DuiekTpoMuorpagusi: ITPOBOJUMOCTh MEPUPEPUUECKUX MOTOPHBIX U CEHCOPHBIX
BOJIOKOH HEPBOB HIXKHUX KOHEYHOCTEN B HOPME.

Ioka3zaresm ypoBusa CTI' B KpoBM (Hr/Mul) B JHHAMHKE CTHUMYJISIHUOHHOM

NnpoobI ¢ KI0eJTUHOM:

‘ T'opmon 1 2 3 4 5
CTT 0,43 2,31 4,79 9,97 5,98
(ar/ M)

Y4uuThiBas BBISIBICHHBIA JCPUIMT TOPMOH pPOCTa TPHU MPOBEACHHH MPOOBI C
kinodemdom (BeiOpoc CTIN menee 10,0 Hr/mut), mpoBeneHa BTopas mpoda - ¢
MHCYJIMHOM.

IMoka3atesm ypoBHss CTI' B KpoBM (HI/MJI) B AMHAMHKE CTHUMYJSIIHHOHHOWM

IIpOﬁbl C HHCYJ/IMHOM

Bpemst 10:20 10:35 10:50 11:05 11:20 11:50 12:20
I'mroxo3a 8,0 6,4 4.4 2,8 3,0 9,7 9,8
B KPOBH
(MMOJIB/IT)
BBenenue B 11:07 rmukemuss  Ilomna 3abop
AkTpanuia 2,3 MMOJIB/T, BKJIFOYEHA. KPOBH
25E1B rnomra «Stop», 3abop IS
2N,0CN;HO o riroko3a 40% 10,0 ¥ KpoBH I | Onpee
a ™~ 0 cllaIKui yam OIIpENIENIEH E€HUSA
B/B CTPYHHO Hst KOPTHU30]T
KOpTH30Ja a.
OxonuaH
ne
POOBL.
YpoBennb 1 (ucxom) 2 3 4 5 6 7
CTr 0,63 0,3 1,3 4.1 7,14 1,52 0,5
(ar/ M)
KopTuzon 306,0 367,0 HMoOIB\I
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JInarno3 ocHoBHOI: COMaTOTpONHAsA HEIOCTATOYHOCTb.

ComyrctByromue 3a0oneBanus: Caxapubpiii auader 1 Tum, cpeaHeit CTeneH TSHKECTH,
COCTOSIHUE JEKOMIIEHCAlMM TpPH TOCTYIUICHHH, KOMIICHCAlUsl TPU BBIIHUCKE.
CreaTorenatuT MUHUMAJIbHOW aKTUBHOCTH. [ unepxosiecTepuHeMus.

IMoayuau Jieyenue:

Hueta Ne 9 (14-15 XE), uncynuHoTepanus Mo CXxeme.

[Ipouum yueby B mkoie auadeTa.

BrinmuceiBaeTcs ¢ ylIy4dlI€HUEM, B KOMIIEHCUPOBAHHOM COCTOSIHUH.
PexomennoBano:

JucnancepHoe HaOJIOJIEHUE 3HIOKpHUHOJIOra 1 pa3 B Mecsll B JETCKOM OOJacTHOM
SHJOKPHHOJIOTMYECKOM  ILIEHTPE, OKYJIMCTAa, HEBPOJIOTa; IIOCIE€ TOTOBHOCTHU
pe3yNbTaTOB NPOOBI C HMHCYJIMHOM, OYIET pemarbcsi BONPOC O Ha3HAYECHHUH
rpernapara ropMOHOM POCTA.

Hueta Ne 9 (14-15 XE).

PerynspHbiii caMOKOHTPOJIb, 3aHATUS  (PUBKYIBTYPOH.

WnpuBuayansHas Homanas npoduiaxktuka (Mogomapun 100 Mkr 1 pa3 B 1eHb mocie
3aBTpaKa MOCTOSIHHO)

VYpconesokcuxonuenas kuciota 250 mr *1 pa3 B ieHb HA HOUb KYpCOM Ha 2 Mecsia
Kontpons 6moxumuu kposu (oomutuit xonecrepun, ACT, AJIT) uepes 2 mecsna
Kontposns HbAlc 1 pa3 B 3 mecsua.

B cocTosiHMM KOMIIEHCAMU - TIJIAHOBAsI BAKIIMHALIUS

HaOnronenue HeBposora, okyiucTta — 1 pa3 B 6 MecsIeB.

Cxema u 10361 HHCYJIMHA (MoMma). Pekomenayembie 10361 00JII0CHOI0 MHCYJIMHA

(mo3a Ha ey UK JJ19 KOPPEKIUU THIEPTIMKEMUHN )

brokn Heneson Koaddunuent Koaddunuent.
BpEMEHU caxap Ha eny qyBCTBUTEIHHOCTH
(gacer) (MMOJTB/1T) (Ell/na 1 XE) (Mmosb/m)
0-6 7,5 0,5 12
6-12 5,5 1 6
12-20:30 5,5 1 6
20:30-0 7,5 1 12
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Bcero 0a3zaabHoro mncyaumna S5 EJ[ (momaercssi HENpepbIBHO C HACTPaeBaeMbIM

0a3aJbHBIM YpOBHEM, YTOOBI JOOUTHCS PAaBHOMEPHOW KOHIIEHTPALlMU HHCYJIMHA B

KpPOBH).
Bpewms Ho3za Bpewms Ho3za
(gacer) EJl/4ac (gacer) EJl/4ac
0-1 0,25 12-13 0,2
1-2 0,25 13-14 0,2
2-3 0,25 14-15 0,2
3-4 0,2 15-16 0,2
4-5 0,2 16-17 0,2
5-6 0,2 17-18 0,2
6-7 0,2 18-19 0,2
7-8 0,2 19-20 0,2
8-9 0,2 20-21 0,2
9-10 0,2 21-22 0,2
10-11 0,2 22-23 0,2
11-12 0,2 23-00 0,25

Cayuaihi 7. Huoma 16 mer mnocTynwsi MO O3KCTPEHHBIM TIOKa3aHUSIM B
peaHMMalnMoHHOe oTAeneHne CBepAJIOBCKOM 00JacTHOM JAETCKOW KIMHUYECKOU
0onpHULBI Nel (OJKDB Nel) 25 guBaps 2019 roga B kpaliHe TSKEIOM COCTOSIHUU C
MaHH(]ECTOM caxapHOTro quadeTa B KeTOoaIua03e.

AHamHe3 3a0osieBaHusi. 3abosien octpo. C 15 mo 19 suBaps 2019 r. Ha ¢one
MPEANojgaraéMoi OCTpOl BHPYCHOM HWH(MEKUUU MOABWINCH KaXda, MOJUypHUs,
BbIpaK€HHasi €1a00CTh, CHI)KEHHE MAacChl Tela. 3a MEIUIMHCKON MOMOLIbIO HE
obOpammanuck. CocrosiHue pebeHKa yXyamanoch U 21 ssHBaps MOSBUJINCh COHIUBOCTh
U oTKa3 oT enbl. U Tonbko 23 siHBaps, OOHApYKUB y peOEHKa HEBHATHOCTbH PEYH,
HapyILIEHUE CO3HAHUSI U BBIPAKEHHYIO OT€YHOCTh JIULA, POJIUTEIN BbI3BAIN OpUTaTy
CMII. Manpuuk Obut rocnurtanuszupoBad B PAO JI'b r. H-Taruna mo mecty
MPOKMBaHMS, Te Haxoawics ¢ 23 no 25 suBaps ¢ quarHo3om: Caxapubiii nuader 1

THUIA BIEPBBIC BBISIBIICHHBIN. KeToanuao3 TsKeaoi CTEeneHHU.
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[IpoBoaunace uHcynuHotepanus 0,1 EJI/kr maccel Tema B yac MHUKPOCTPYHHO U
uH(Y3us TIIOK030-COJIEBBIX PACTBOPOB co ckopocThio 100,0 mi/yac.

[Ipu oOcnenoBaHUU BBISBISIUCH MPU3HAKU TKEIBIX METa0OJIMYECKHX U BOJIHO-
AIIEKTPOJIMTHBIX HapylieHui: runeprimkemust 1o 40,0 mmons/it; Ph xpoBu — 6,97,
noBbIeHue akTuBHOCTH AJIT mo 127,0 ME; ypoBHsS MoueBUHBI 10 12,4 MMOJIB/T U
kpearnauHa oT 177,0 no 344,0 mxmonb/n Ha pone HapacTanus CPb ot 6,0 1o 66,0
MT/J1, JIe¥ikonurosa (27,7 >“109), HerTpodmiesa.

CocrosiHue pebenka Ha (poHe MPOBOAUMON TEpaNuU — C OTPUIIATEILHONU TMHAMUKOM.
OTMEUEHO: 3aTOPMOXKEHHOCTh, COHJIMBOCTb, PE3KOE CHIKEHUE JINYype3a, HapacTaHHE
B KPOBU KOHIICHTPAIIMM MOYEBHWHBI M KPEATWHWHA, THIIOTOHUS C HEOOXOIUMOCTHIO
BazonpeccopHor moamepxkku. W 24 sguBaps peOeHOK ObLI  JOCTaBlICH
peanumanmonHoit 6puranoit B PAO OJIKb.

[Ipu nocrymnenuun B PAO cocTosiHUE KpaiiHe TshKelloe, 00yCIOBICHHOE HapyIIeHUEM
co3HaHus (COmop), METa0OJIMUYECKUM alia030M, AUCOATaHCOM MapaMeTpoB BOIHO-
ANEKTPOJIUTHOTO  OOMEHa, CUHIAPOMOM  TOJHMOPraHHOW  HEIOCTaTOYHOCTH
(uepeOpasibHasi HEIOCTATOYHOCTh, cepaeuHo-cocyaucrtas, OIIH, oxupenuem |l
CTENEHH W TEYCHUEM OCHOBHOTO 3a0osieBaHus. ['eMogmHaMuka Obljia CTAOMIHHOM
TOJIbKO Ha (JOHE BA30MPECCOPHON MOIICPIKKHU.

B aHajm3e KpOBU: YMepeHHbIiT eiikonuTtos 14,0%10% runeprinkemus 40,0 MMOIb/II;
Huskas Ph xposum (7,10); BE (— 21,9 mmonb/i); keroHypuss - 1,5 MMoJb/i;
runonpotenHemust (59,0 r/m); ymepenHoe ysemuuenue AJIT ngo 49,0 ME wu
menounoit pocdarassl (143,0 ME), 3HaurMoe noBbillieHHe YpoBHEH ModeBUHBI (17,1
MMOJIb/1); KpeatunuHa (448,0 mmonw/n), CPb (120,7 mr/n) u [-numepa mo 6,55
Mkr/mi (HopMma - 1o 0,5 mr/m ). IlpoxameuuronunoBsiii (IIKT) Tect takxke Obul
BBICOKUM (6,68 Hr/mi). Ha R-rpamme opraHoB rpyJIHON KJI€TKH — O€3 MaTOoJOTHUH.
[Ipu ynbpTpa3ByKOBOM HCCIIEIOBAHUN OPTAHOB OPIONIHON TOJOCTH W 3a0PIOIIMHHOTO
MPOCTPAHCTBAa OOHApPYKEeHBI MU(PPy3HBIE N3MEHECHUS MAPEHXUMBI TICUCHU (KUPOBOU
renaro3) U MOJPKETYI0YHON Kejie3bl, CBOOOAHAs KUJIKOCTh B OPIOIIHOW TMOJOCTH.

IIpu V3" cocynoB TMOYEK BBISIBIEHO CHUXXEHHUE CKOPOCTHBIX MOKa3aTenei
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KpOBOTOKa W Tmokasareneil nepudepudeckoro compotusienus (IIIIC) na ypoue
MapeHXUMBbl 00euX MouYeK (BO3MOXKHO, BKIIOUECHHE MEXaHH3Ma apTepUOBEHO3HOTO
HIyHTUpOBaHUs KpoBH); noBbilieHue [1I1C Ha ypoBHE ycThsl BOPOT cripaBa.

B neuyenum: mnpomomkeHue WHOY3MH PACTBOPOB MW HWHCYJIWHA, WHOTPOITHAS
noajepkka aapeHaauHoM 0,2 MKI/KT B MHUH.; aHTHOAKTepHallbHAs Tepamnus
(cynpTacuH, MepoHem). OnHako, B JAuHaMUKe ¢ 25 mo 27 sHBaps y peOeHKa
MIPOTPECCUBHO HApacTaIM TMOKa3aTeiu ypoBHs kpeatmHuHa (10 510,0 MKMOIB/M) 1
MoueBHUHBI (10 22,4 mmounsw/i), CPb (mo 224,2 mr/n), ACT (mo 55 ME), a — amuna3sl
(mo 510,0 ME) u JI-mumepa mo 6,91 mxr/mi. KoHCynbTupoBaH HEOTHOKPATHO
HedpoaoroM, auarHo3: Octpoe moueuHoe moBpexiaeHue (npepeHanbHas OIIH) B
paMKax CHHJpOMA IMOJUOpPraHHOM HexocTaTouyHOCTH. OOOCHOBaHA HEOOXOAMMOCTD
MPOBEJICHUSI TeMOoIhaln3a (IIPOBEACHO 5 CEaHCOB).

B PAO mnaGmronmancss SHAOKPUHOJIOTOM C LEJBI0O KOPPEKIUU WHCYJIUHOTEPAruu.
KoHcynbTHpOBaH HEBPOJIOTOM, JTUArHOCTHUPOBAHA OCTpasi TOKCUKO-METa0O0IUYeCcKast
sHUE(damonaThs TSHKEJIO0M CTENeHH.

Ha 14 cytku oT Hayama 3a0o0yieBaHMSs, YUUTHIBAs YIYYIICHHE OOIETrO0 COCTOSHUS
pebeHKa, BOCCTAHOBJICHHE Juype3a, HopManuzanuio mnokazareneir KOC, ypoBHei
KpeaTMHWHAa W MOYEBUHBI, TAIMEHT OBUI TMEpPEeBENCH B OSHIOKPUHOJIOTMYECKOE
otraenenrie OJIKDB Nel ¢ menbto yTOUHEHHs AMAarHo3a U MPOI0HKEHUS TePaIIiH.

B oraeneHMM  JHAOKPHMHOJIOTMHM  OTMEUYAJIUCh  HEOJHOKPATHO  HOCOBBIE
KpoBoTeueHus:s Ha ¢oHe mnoBbimeHus A/Jl mo 150/90 mm. pr. cr. U Oonu B
AIUTacTPaJIbHON 00IaCTH.

AHaMHe3 kuU3HM. HacleACTBEHHOCTh OTSTOIIEHA IO OXHUPEHHUIO, CEPACHHO-
COCYIUCTOM TMaToJoruu, Mo OpoHxuanbHOM actme (y Mmarepu). Pebenokx ot 2
OepeMEeHHOCTH, 2 poaoB. PaHHUI TOKCHMKO3 OEpEMEHHOCTH, MPOTEKaBlIeH Ha (hoHe
oxxupeHus. Ponpl cpouHsle, camocTosTebHbIe, Macca Tena 3100 rp., mmHa 49 cwMm,
ungekc Kerme — 63,3 %. Jlo roma nHabmiomancs y HEBpoJora IO TOBOIY
pe3UIyalbHOW  CHUMITOMATUKH  BHYTpUYTpOoOHOM rumnokcuu. IlepeHeceHHsble

3aboneBanuss — OPBU, Betpsinas ocma (2004 r.). C 5-nmetHero Bo3pacTa COCTOUT Ha
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JMCIIAHCEPHOM YYe€Te Yy IMYyJIbMOHOJOra U aJUIeprojiora-uMMYHOJIOTa C JHArHO30M:
bponxmnanbHast actma, Jserkoe Tedenue. Ilomydanm mepuomuyecku Oa3HCHYIO
UHrasuuoHHyo tepanuto. C ocenu 2019 r. orMedaroTcs 3MU304bI MOBBILIEHHOTO
A/l no 140/100 MMm. pT. CT. ¥ HOCOBBIE KpoBOTeueHHUs. CHUTYyallMOHHO MPUMEHSIT
sHasanpui no 5-10 mr.

JanHble ocMOTpa M (PU3HUKAJIBHOTO obciaenoBanus. Poct 172 cm, macca tena 96
kr, UMT 32,8 kr/m® (SDS UMT+2,96). Koucruryrus rumepcrenndeckas. Ha koxe
IpyAu, >KMBOTA, Oeep M MOJKOJEHHBIX SIMOK — CTPUM OJIeTHBbIE M SPKO-PO30BHIEC,
GOJUTMKYTISIPHBIA TUTIEPKEpaTO3 B 00JIACTH TIJIeY, MATMEHTHBIM aKaHTO3 Ha Iee, B
AKCWJUISIPHOM M 1axoBoil o6sacTu. [10aK0KHO-)KUPOBOM CIOW pa3BUT paBHOMEPHO U
M30bITOYHO, THUM >KUPOOTIOXKEHUs — abmomuHaibHbiA. llluTOoBHAHAS >xenme3a He
yBenuueHa. A/Jl 140/90 mwm. pt. ct., HCC 88 ya/mun. [lanenupyercs nedens Ha 2,0
CM HUXe peOepHOTo Kpas U Kpai cene3eHku. TanHep-4, oobeM roHan d=1=14 mi.
[I'opmonanbaoe obcnenoBanue: TTI — 1,24 ME/a; KopTuU301 B CBIBOPOTKE KPOBH
1692,64 HMOJIB/II, C-nentua—5,72 HT/MJI (HOpMa 1,144 ar/mn).
Nmvmynonorudeckue mapkepsl CJI1 Tuna He oOHapyx eHbl, uTo xapakrepHo s C/I 2
TUMA, KaK U BBIPAXKEHHOE CHIDKCHUE WHCYJIUHOMOTPEOHOCTH K MOMEHTY BBIITUCKH
MOAPOCTKA U3 CTAl[MOHApa.

KoHCynbTHpOBaH  OTOJAPUHIOJIOTOM, JAWAarHo3: PenuauBHpyroOlMe  HOCOBBIC
KpoBoTeueHus. KOHCynbTHpOBaH MyJIbMOHOJIOTOM: Ha OCHOBAaHUM aHaMHe3a
JMarHOCTUpOBaHa OpOHXUANIbHAS aCTMa JIETKOM CTETICHU B CTAJIMN PEMHUCCHH.

[Tocne ®I'/IC NOBTOPHO KOHCYJBTUPOBAH TaCTPOIHTEPOJOrOM, AUATHO3:
Crearorematur, HU3KOH CTEeNCHH OHMOXMMHYECKOM  akTuBHOCTH. (CTearo3
no/pkenynouHoi kene3sl. ['OPB: sposuBHBIL 330(]arut. JlyogaeHo - racTpaibHBIM
pedirokc.

KoHcynbTHpOBaH reMarosoromM, MO HAa3HAYEHUIO KOTOPOro pPeOEHOK MOoIydal
uabekuuu kinekcana (1,0 mMa 1 pa3 B JAeHb MOAKOXKHO) [0 HOpMaau3aluu

IoKasaresen KoaryJorpaMMmal.
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JlaHHBIE KOAryJ0rpaMMBl IIPY MMOCTYIJIEHUN U B JUHAMMKE ITOCITY>KUJIM TOBOAOM IS
npoBenenust YU/ cocynoB koneunocteit 1 MPT ronoBHoro mMosra - mpu3HakoB
TpomM0O03a He 0OHAPYKEHO.

Xonrep-monutopupoBanue OKI' u  A/Jl: amarHoctupoBana ApTepuaibHas
TUIIEPTEH3USL.

Kiannnyeckuii auarno3: OXupeHHe KOHCTUTYLHMOHaIbHO-3k30reHHoe |l cTenenwm.
Caxapuplii nuaber 2 Tuma, BIEPBBIC BBISIBICHHBIM B COCTOSHHUM KETOAIM103a
TSKEIJION CTEIIECHH.

Octpoe mnoueuHoe mnoBpexiaeHue (mpepeHanbHas OIIH) B pamkax cuHIpoma
ITOJITMOPTaHHOU HEJIOCTaTOYHOCTH. Ocrtpas TOKCHUKO-MeTabonnuecKas
sHIeanonaTuss TsoKeno creneHu. OCTphli  MaHKpEaTuT, oOTeuHas Qopma.
CrearoremaTuT HHM3KOM  cTemeHW  OMOXMMHMYECKOM  akTuBHOCTH. (CTearos
nopkenynoyHoi xene3pl. ['OPB. DposuBHbIl 330(darut. JlyoleHo-racTpaibHBIM

pedmokc. AprepuanbHas runepteH3us. BpoxaenHas Tpomoodums.

Hnst  uckmoueHuss MoHoreHHod Qopmel  CJI  HampaBieHbl Marepuaibl Ha
MOJIEKYJISIpHO-TeHEeTHYeCKnil aHanmn3 B BOHILI.

PebGeHok BbmmHMcaH 1oJ HAONIOACHHME TeAuMaTpa, DSHIOKPUHONOra U JIPYrHX
CHELUAINCTOB C PEKOMEHAALMAMHU MPOAOJDKEHUS TEpaAIlUU: CTOJ - 9; peXuM —
OOLIMI; MHCYJIMH 10 CXEME MOJ KOHTPOJEM TIIMKEMUU C TIOCTETIEHHBIM CHUKEHUEM
no3b1; cynonekcua (BOCCIJI-AYI-®) no 1 karncyne 2 pa3a B CyTKHU MO KOHTPOJIEM
KOaryJiorpaMMbl; BBIMOJHEHUE PEKOMEHJALMN TacTPO3IHTEPOJIOra, MYyJIbMOHOJOTrA,
Kapauosora. [IoBTOpHBIN OCMOTp - 4uepe3 2 Mecsila ¢ pe3yJabTaTaMi JUHAMHAYECKOTO
HaOII0ACHUS.

[IprBeneHHBIN KIMHUYECKUN NPUMEDP AEMOHCTPUPYET TSKENBIA HETUIIWYHBIA IS
O0ONMBEHOTO OXXHMpeHHeM MaHudecT caxapHoro amabera 2 TWIMa W YKa3blBaeT Ha
BO3MOKHOCTh pa3zutuss CJ[ 2 Tunma y HOIPOCTKOB C OXHPEHHEM B KETO3€ H

KETOAIMI03€.
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Cayuaii 8. Manpunk A. 15 ner mpuimien Ha OmpueM K MEAHATPy C kamo0aMu Ha
94acThIe TOJIOBHBIE 0OJIM, OCOOGHHO HAa CMEHY MOTOJbI M TOCJIE YPOKOB, OBICTPYIO
YCTAJIOCTh HAa 3aHATUSIX MO (PU3KYIbTYype, OJABIIIKY NpHU (PU3NUECKOW Harpyske,

ITOBBIIICHHBIN AlIETUT U l'IpI/I6aBKy B Bece Ha 7-8 KT 3a HOCJ'ICI[HI/Iﬁ ToA.

N3 anamHe3a U3BECTHO, YTO MAJBYHK C JIOIMIKOJBHOTO BO3PACcTa HMEET U30BITOUHBIH
BEC U, HECMOTPS Ha PEKOMEH AU Bpaydeid, Mpo10JbKall HabupaTh B Bece.

Cemeiinblii aHamHe3: MaTh — 40 JeT, CTpajaeT >KeIYHO - KaMEHHOW OOJIe3HBIO U
MMeeT U30BITOUHBIN Bec, y oTna 49 ner — u30bITOouHbIN Bec, runepronus, UBC. Y
0a0yIlIKK 10 JIMHUU MaTepy — TUIIEPTOHUS U caxapHbIN guadeT 2 Tumna, y 6a0yiku
10 JINHUU OTLA — 0)KUPEHUE, caxapHbIi Auader 2 Tumna.

Manpuuik poawics OT BTOpOM OepeMEeHHOCTH, IMepBbIX poJoB. Bo Bpems
OepeMEHHOCTH — aHeMMUsl, yTpo3a npepbiBaHusi, Hepponatusi. Poguics B 38 Henensb ¢
Maccoir Terna 2900 rpamm, jqimHOM 54 cM. B panHeM Bo3pacte dacTo OoJen
MpoCTyAHBIMU 3a00seBanusIMu. [IpUBHT 110 BO3pacTy.

[Ipu ocmoTpe: cOCTOSTHUE CpPEAHEH TSKECTH, CAMOYYBCTBHE YIOBJICTBOPUTEIHHOE.
Poct 157 cm (SDS = - 1,3 SD), macca tena - 79 kr, UMT=32 kr/m2 (SDS +2,90 SD).
Ha xoxe rpynu, mied u Oenep CTPUM PO30BOTO W KpPacHOro IIBETa.
['umepriurMeHTaIys B 001aCTH €W W TTOAMBIIIICYHBIX BIAAUH. AOTOMUHATBHBIN THIT
KUPOOTIIOKEHUsI. B Jerkux apixaHue Be3uKyssipHoe. TOHBI cepilia NMpUTIyIIeHBI,
put™ nipaBuibHBI. UCC — 80 B Munyty. A/l 140/80 MM pT. cT. JKHBOT MATKUH, TIPH
najpnanuy 0e300J1e3HCHHBI BO BceX oTaenax. [ledyeHp U cele3eHKa HE YBEIIMUYEHBI.
Hapy>xubie renuranuu no myxckomy tumny. PLAX1 G 3mn. Ctyn yepes ieHb.
O6cnenoBanme. KiuHMuYecKuid aHaIu3 KPOBM W OOUMN aHanu3 mMoun — 0e3
ocoOeHHocTel. buoxumuueckuit ananusz kposu: ['noko3a 6,3 mmoib/i; 0. 6enok 70,
0 r/n; ACT 24 ME/i; AJIT 28 ME/n; o6mmit bunupyoun 6,6 MmkMmons/i; XoaecTepuH
o6mwuii 5,9 mmonw/n; T — 2,2 Mmodb/it; kpeaTuHuH 99,0 MMOJIB/ 1.

CI'TT: rmroko3a Hatomiak — 5,9 MMoJIb/JII, 4epe3 2 4aca IMocie mpueMa 75 rpamm

TJIFOKO3BI — 8,2 MMOJIB/JI;
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['opmonsl ceiBopoTku kpoBu: TTIN — 3,01 mEn/mn, ¢T4- 11,96 nmmons/i; JII' — 0,0
ME/n; ®CT 0,3 ME/n.

R-rpadust kucTeit: KOCTHBIN Bo3pacT — Ha 12 jer.

IIpoba ¢ bycepenunom, kotopas onpenensatoT ypoBeHb JII' 0azanbHbIi 1 uepe3 1 u 4
yaca nociie BBeneHus anayoros JII'- PI" (Gycepennna), BbIsiBHIIa TyOepTaTHBIA OTBET
JII'> 10 en/n, 9To TOBOPUT O (YHKUHMOHAIBHOW 3a/iepkKe MmyOeprata y AaHHOTO
pebeHka.

VY31 opraHoB OpIOIIHONM MOJOCTH M 3a0pPIOIIMHHOTO MPOCTPAHCTBA: AU(QYy3HBIE
VM3MEHEHHS TKAHW MEYEHU U NOJKEITYAOYHON KEIIE3bI.

OKI': CunycoBas Ttaxukapaugs ¢ YCC 100 B muH. Jduddy3Hpie HapymeHus
IIPOLIECCOB PENOJISIPU3ALIH.

JAunarno3: OxupeHue KOHCTUTYLMOHAJIBbHO-IK30T€HHOE 2 creneHu. Hapymenue
TOJIEPAHTHOCTH K TJIFOKO3€. 33JI€PKKa ITOJIOBOTO PA3BUTHSI.

JlarHo3 KOHCTUTYILIMOHAJIBHO-9K30M€HHON ()OPMBI OKHUPEHNUS 2 CTEIIEHU YCTAaHOBJICH
Ha OCHOBAaHMM HACIJIEICTBEHHO-KOHCTUTYIIMOHAIBHON MPEIPACIIONOKEHHOCTH K
oxxupenuto 1 CJI 2 tuna, 1aHHBIX aHaMHe3a (MaJbUuK C JIETCTBA UMEET U30bITOUHBIN
BEC U MPOrpeCcCUpYIONIUid HAOOp Beca) U Pe3yJbTaTOB KIMHUYEKOTO OOCIIeOBAHUS
(UMT cocraBun 34 kr/m2, Macca Tena MpeBbIIaeT JOMKEHCTBYONTYI0 Ha 50%, Tum
KUPOOTIIOKEHUSI - aOJOMUHAIBHBIM, TpOopUUYECKHE HapyLIEHHs] KOXHU (CTpUH) U
TUIEPIUTMEHTalUs KOKHBIX CKJIaJI0K. BTOprUYHbIE 1T0JIOBBIE MPU3HAKUA OTCYTCTBYIOT.
C nenpro BBISBICHUS OCJIOKHEHHW OXUPEHHUS IALWUEHTY PEKOMEHIAOBAHO: UL
oneHku crerneHu pucka CC3 cnarh aHaIW3 KPOBU HA JIMIUAHBIN CIIEKTP; IMPOBECTH
Xonrep — mouutopupoBanue IKI' u A/Jl; 9XO-OKT'.

HampaBuTh Ha KOHCYJNbTAallMU CIIEHHUAIMCTOB: KapAHOJOra, 3HIOKPUHOJIOTA IS
BbIICHEHUS npuuvHbl 3IIP W oxupeHwus; ractpos’HTEposora sl HCKIOYEHHUS
CTeaTo3a MeYEHU U NOKEITYAOYHON KEIIE3bI.

[Tocne KoHCynpTalMM ¥ aMOYJIaTOPHOTO OOCHEAOBaHUS Yy IHAOKPUHOJIOra OHOIIE
Ha3HayeH 9 CTOJI, MOCTOSAHHBIM IpueM npenapatoB KWoga. C LENbl0 WHULWALAH

mybepraTa mMocie MpoBeAeHUs MPOObl ¢ OyCepelnHOM Ha3HA4YeH KOPOTKHM Kypc
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JICYCHUS MperapaTaMu TeCTOCTEpOoHa - cycTeHoH-250 mo 50 mr B/M 1 pa3 B 28 mHei
3-5 B/M WUHBEKIIHA.

JlucniancepHoe HaOJII0JeHHe OCYIIECTBISET Bpau-mieauarp. KoHCymbTammu
SHAOKPUHOJIOTA TOciie o0cnenoBanus U JeueHus - 1 pa3 B 3 mecsana. CoOmroaeHue
CaMOKOHTPOJISI CBOETO COCTOSIHHSI, KOTOPBIN BKIFOYACT: TIOMOIIb CEMbH, U3MCHEHUE
oOpasa KU3HHU, B TOM YHCIIE paIlioHa MUTaHUs, eKEAHCBHBIC (PU3NICCKUE HATPY3KH,

€XeTHEBHBIM KOHTPOJIb Beca, A//l.

Cayuaii 9. Manpuuk C., pycckuii, oT 6-ii OepeMeHHOCTH, 3-X pojoB. JlaHHas
OepeMEeHHOCTh MPOTEKaja B MEPBON MOJOBUHE C YMEPEHHBIM TOKCUKO30M, YIPO30M
MpEephIBaHMs HAa PAHHUX CPOKaX, BO BTOPOM TMOJOBUHE — C YIrpo3ou
MPEeXIEBPEMEHHBIX pOAOB. B mocnennem tpumectpe OEpeMEHHOCTH MaTh peOeHKa
Jeyuiach CTallMoHapHO B nepuHataibHOM 1eHTpe Pb Ne 1 - HIIM B cBsi3u ¢ yrpo3oi
MPEXIEBPEMEHHBIX POJIOB. AHTEHATaJIbHO, CO CJIOB MaTepu, o Y3U mon pedeHka
ObLT omnpesiesieH Kak keHckui. Poasl B Mupaunckoii LIPB B cpok, camocTosiTenbHbIE.
Ponuncs mansumk, macca tena npu poxaennu 4180 r, niuuHa tena 56 cM, oleHKa 1o
ukasie Anrap 8/9 6amioB. OKpY>KHOCTh TOJIOBBI 36 CM, OKPY>KHOCThH Ipyau 36 cMm.
3akpuuan cpazy. K rpyau npusnokeH B pojzaie, Ipyldb B3sl, COCAaHUE AKTUBHOE.
[lynmoBUHHBIM OCTAaTOK OTHAl Ha 4-€ CYTKHM, paHKa 3aXuia 0e3 OCJIOKHEHUH.
Brinucansl Ha 7-€ cyTku ¢ maccou Tena 3765 r. I'pyaHoe BCckapmimBaHue 10 3-X
Henenb. [IpodunakTuyeckne MPUBUBKH: MPOTHB rematuta B-1 B mepBbie CyTKH
nocye poaoB, bIIK Ha 4-e¢ cytku — B poajome. [Ipoba Ha HEOHATAIBHBIN CKPUHUHT
ObLa B3siTa HAa 5-€ CYTKHU B POJJIOME, PE3YyJIbTATOB HE OBLIO B CBSI3U C OTCYTCTBHUEM
PEaKTUBOB B MEIMKO-TEHETHYECKON JlabopaTopuu. AJIEProJOTUYECKU aHaMHE3
cnokoeH. HacnencrBeHHOCTh He OTAroiieHa. B ceMbe Tpoe aereid, 1Boe CTapIinx
3/10POBBI.

Co 2-ro AHs KU3HU NEPUOAMYECKH pBOTa (oHTaHOM, 3amopbl. C 3-HeaenbHOro
BO3pacTa MaThb 3aMeTWia, 4To peOCHOK He HabupaeT Maccy Teja M BBella JIOKOPM
runoaiepreHHon Moiounor cMmecbio « NAN» mo 30 mi. Ilocne BBeneHust qokopma
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peOEHOK cTaj CphITMBATh IMOCJIE KaXJOT0 KOPMIIEHHUS, IJIOXO COCal, MOSBUIIHUCH
3anopel. Cmech «NAN» Obuta 3ameHeHa Ha «Cemmiiaky, yiuydmenus He Ob110. [lanee
ObLITM ONPOOOBaHHI €IIe JIBE CMECH, PeOCHOK MPOJI0JKal cphiruBaTh. B Bo3pacte 29
IHEN peOEHOK CTall BSUIBIM, IIOXO cocal rpylb, MHoro cnai. [losBuinch 4dacras
pBOTa (DOHTAHOM, KUJKUIA CTYN 2 pa3a B CYTKH, IMOBBICHJIACH TeMIIEpaTypa Tejia J0
37.3 °C. Y4acTKOBBIM IEIUATPOM ObLT HANpPABJIIEH HA TOCHUTAIM3ALNIO B JIETCKOE
OT/ICJICHHE TOPOJICKOM O0JbHMUIIBI ¢ quarHo3oM: OPBU.

B orpenennn coctositHue OOJIBHOTO PACLEHEHO KaK CpeIHEH CTENEeHU TSKECTH.
Macca tena 3800 r. Ha ocmorp pearmpyer mmadem, KpuK IpoMkuid. KoxkHbie
MOKPOBBI, BUJAMMBIC CIM3UCTBIC YUCTHIC, OJETHO-PO30BOM OKpacku. 3€B YMEPEHHO
TUIIEPEMUPOBaAH. B Jlerkux mys3puiibHOE AbIxaHue, XpuroB HeT, YJI/] 36 B Munyry.
Tonsl cepaua purmuunsle, 38yunbie, HCC 130 B muHyTy. JKMBOT YMEPEHHO B3IYT,
J0CTyNeH nanbnanuu. [ledenb BbICTymaeT u3-moja Kpas peOepHod nyru Ha 1 cwm,
cesie3eHka He mnanbnupyercsa. Cryn KamwmiieoOpasHblil, skedartoro nsera. Jluypes
CHIDKEH. BpIcTaBnen nmarHo3: nepuHatanbHoe mnopaxenne [[HC cmemanHoro
reHe3a, CUHAPOM yrHeTeHus, runorpodus 2-it crenenun, OPBU, octpelil papunrur.

B mepBblil AeHb rocnuTanuzalydd MOBBICHIIACH Temmeparypa tena po 37,8 °C, B
JaJIbHEHIIIEM MOBBILLIEHUE TEMIIEpaTypbl HE oTMeuanock. Kopmienue u3 OyThlII0uKH
o 40 mut yepe3 Kaxzabie 2 yaca, He cpbiruBai. CTys €XKeIHEBHO, KallIUIIeOOpa3HbIii
xKentoro npeta. Yepe3 2 AHS MpHU MOBBILLIEHUH 00beMa pa3oBoro KopmuieHus ao 60
MJI CTajl OOWJIbHO CpBhITHBaTh, 2 pa3a pBOTa (POHTAHOM, CTaj BsUIbIM. BhICTaBieH
JMArHo3 BPOXKJEHHBIN MUJIOPOCTEHO3, MpOBeAeHa 0030pHas peHTreHorpadus
OpraHoB OpIOLIHON MOJOCTU C KOHTpacTHpoBaHueM. lIpoBeneHa TenemeauIMHCKAs
KOHCYJIbTAIMS JETCKUMH Xupypramu nenuarpudeckoro tentpa (ITAL]) Pb Ne 1 -
HIIM, Bpo>XJ1I€HHBI! MTUJIOPOCTEHO3 ObLT UCKITIOUEH.

®orto. Hapyxnbie renutanmmu naeBoukun ¢ BJIKH. Kmutop mnenmcooOpasHbiii.
bonbimine monoBele  ryObl 00pa3yroT CKIAAUaTyl0 «MOILIOHKY» (5-s1 CTeneHb

Bupuin3anuu no [panepy).
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bbu10 npoBeaeHo odciienoBanue:
reMorpaMmma (JIeMKOIUTHI
7,3*%109/1, Hs 157 /1,
NaJ0YKOsAIEPHbIE HENTPODUITBI
1%,  cermentosigepubie  20%,
mumponutel  69%, 303UHOMUITBI
9%, moroHTHI 1%, COD 3 MM/4),
o0t aHanu3 MoO4Yu (KETOHOBBIC
Tena ++), OMOXUMUYECKUN aHAIIN3
KpoBH  (TIOBBIIEHWE  yPOBHSA
omnupyouna 43,7 MKMOIB/I, 3a
cder HempsaMoi ¢pakiuu 35,5
MKMOJIB/T), OKT', 2XO-KI'
(0OHapyKEHO OTKPHITOE OBAJIBHOE

OokHO), Y3W opraHoB OpromHon

IIOJIOCTH, MIOYEK,
HelipocoHorpadus (MOBBIIEHHE HXOTEHHOCTH TEPEIHUX TMEePUBEHTPHUKYISIPHBIX
OTJEJIOB OOKOBBIX JKENyJOYKOB), pEHTreHorpapusi OpraHoB TPYJHOW KIIETKU

(ycuneHue Jero4Horo pucyHka).

Bbou10 npoBeneHo gedenne: nudpy3nonHas tepanusi, ceeun Budepon, [edorakcum,
Koprekcun, [Huxnodpepon. CocTosiHue HE ylaydliaaoch, peOCHOK ObLI MEepeBEeH Ha
30H70BO€ KopmuieHrne 1o 20 mul "yepe3 Kaxkaple 2 4aca, Maccy Tena He Habupan. B
JNETCKOM OTIEJICHHH Maibuuk Haxonuicsa 8 nueil. Ilepen BhIMMCKOW Macca Tena
cocraBmia 3765 r. Ha nanpHeimee o0cnenoBanue u aedeHune Obut HarpasieH B [T/]1]
Pb Ne 1 - HIIM ¢ OCHOBHBIM JMAarHo3oM: OEJIKOBO-IHEPTEeTUUYECKAS
HEJIOCTAaTOYHOCTh, TUMOTpPO(Us 2-i CTENeHH; MUIOPOCHa3M; BOCCTAHOBUTEILHBIN
nepuos nepuHataibHOTO nopaxkenus [[HC runokcuyecku-uieMuydecKkoro reHesa,

cuHApoM yraeteHus. COIyTCTBYIOIIMI JMArHo3: BPOXKIEHHBIA IOPOK pa3BUTHUSA
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MOYENOJOBOM CHCTEMBI: THIIOCHAAUs, JBYXCTOPOHHMM KpuntopxusMm; OPBU,
OCTpBIN (hapUHTUT.

B Bo3pacte 1 wMecsma 6 pHeil peOCHOK TMOCTYNHJI B OTIEJICHUE JIETCKOU
sHJ0KpuHOI0TUM U ractpodHTeposioruu (O3 ITAL] Pb Ne 1 - HIIM. XKano6s! npu
NOCTYIUICHUM Ha TUIOXOM amlleTUT, PBOTY IMOYTH IOCJIE Ka)KI0ro KOPMIICHHS, HE
HaOupaer maccy tena. CocrosiHue pebenka Tspkenoe. Co3nHanue scHoe. Macca
tena 3950 1., mmaa Tema 56 cm, SDSpocra 0,92, SDS UMT -1,61, miomans
noBepxHoct Tena 0,26 M2. JlBurarenpHas aKTUBHOCTh YMEPEHHO CHIKEHA.
Tenocnoxenue — HOpMocTeHUYECKOe. AnNneTUT cHUxkeH. CoH crnokoiHbiil. KoxHbie
MTOKPOBBI YHUCTHIE, OJIEHO-PO30BOM OKpackd. [loBbIlIeHHE TeMIlepaTypbl Tella 10
37,7 °C. Buaumble CIM3UCTBIE YHCThle, 3€B crnokoeH. [lepudepuyeckue
muMdaThuyeckre y3Jbl HE NalblNUPYIOTCS. ['pyaHas KiIeTka CHUMMETpPUYHA.
[lepkyTOpHO HajJ JErKUMH SICHBIM JIETOYHOW 3BYK. J[pIXaHWE MMy3pUIBHOE, XPUIIOB
Het, Y/1/1 34 B Munyty. ToHBI cepaua sicHble, puTMUYHbIE. [laTOJIOrMYEeCKNX IyMOB
Her. YCC-128 ynmapoB B mMuHyTy. JKHBOT HE yBENMYeH, NPU NalbHAlUA MATKUU.
[leyenr +1 cM wu3-mom kpasi peGepHOU myru, Kpail snacTuyHbiii. Cene3eHKa He
najgsnupyerca. CTyl exXeIHEeBHbINA, KalmueoOpa3Hbli 10 1-2 pa3a B CyTKH, KEITOro
nsera. Mouencnyckanue He  HapywmeHo. HapyXHble  IOJIOBBIE — OpraHbl
c(OpMHUPOBAHBI 110 MYXCKOMY TUITY, SIMYKU B MOILIOHKE OTCYTCTBYIOT.

Ha3znaueno 30H10B0o€ MUKpOCTpyHHOE KOopMmiieHUEe cmechio «IIpeHany, HO y peOeHka
COXpaHsJIach 4yacTas pBoTa. bblUl yCTaHOBIIEH LIEHTPaJIbHbIA BEHO3HBIA KAaTETEP IJIs
npoBeieHust THY3MOHHOM, aHTHOAKTEpUATILHON TEpaIuu.

Ha 4-ii neHp HaxoXAeHHs B CTallMOHApe peOEHOK ObLI OCMOTPEH JETCKUM
SHAOKPHUHOJIOTOM, 3anoao3pena BJIKH, Bupunbnas Gpopma (Bupmimsaius Hapy>KHbBIX
MoJjoBeIX opraHoB 1o Ilpagepy 5-i1 crenenu) (pucyHok). PexomeHI0BaHbI
rOpPMOHaANBHBIN Mpoduis, Y3 opraHoB Manoro tasa, KOHCYJIbTAIMH CIEIIUATICTOB:
IE€HETHKA, ypoJIora, TMHEKOJIOora.

Hanusie oOcnepoBaHusi: B remorpamme Jeikonutos (19,1*109/1), HopmoxpomHast

aHeMHus JIETKOW cTerneHu (remMorjoOMH 94 r1/m), yMmepeHHas 303uHO(WINSA,
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TPOMOOLIUTO3. DIJEKTPOJIMTHBIE HApPYIICHUSA: TOBBIIICHHE YpoBHSA Kamug (6,9
MMOJIB/T), TunoHatpuemusi (126,0 mmonw/n), runokambnuemus (0,75 mmois/m),
runoxjopemus (93 mmodb/n). ['opMoHaNbHBINA TPO(UIIL: TOBBIIICHHBIH YpOBEHb 17-
OHII (64,35 namonws/n) (HOpMa JUIsi AOHOMICHHBIX AeTedl — a0 30 HMOIB/M),
ctpeccoBas runepkopTusoiemMus (1352,70 umonb/i), runeprposaktuaemus (614.28
MMe/mi), runiotectocteporemus (0,46 HMOJIB/1T), TOBBIIIEHUE YPOBHS peHnHa (296,1
nr/mur npu HopMme 4,4-46,1) u anpaocrepona (875,71 nr/mi npu HopMme 25-315),
HopManbHbiil ypoBenb JII', ®CI, AKTI, TTI', ceobognoro T4. Ha Y3U opranos
MaJioro Ta3a OOHApy>KeHbl MaTkKa C [OpuJaTKamMd, B T[PAaBOM SUYHUKE
BU3YAJIM3UPOBANICA JOMHHAHTHBIA (ommukyn. Kapuorun — 46, XX. Pebenky
MPOBEIM KOHCYJIbTAllMA CIEUHAINUCTBI: JETCKUU XHUPYpr, aKylIep-THHEKOJOT,
TPaBMAaTOJIOr-OPTOIENl, TE€HETUK. BbICTaBlieH AMAarHo3 OCHOBHOW: BpOXKJIEHHAS
TUChYHKINS KOPbl HAJIIMTOYEUYHUKOB (aIpEHOTEHUTATILHBIN CUHAPOM), COJIbTEPSIONIAs
dbopma, ypOreHUTAIbHBIA CHHYC; COIYTCTBYIOIIMNA JUArHo3: (yHKIUOHAIbHBIC
pPacCTpOMCTBA KUIICYHHUKA C 3aII0OPAMHU; OCIIOKHEHHSI OCHOBHOIO IMarHo3a: OeIKoBas
HEJ0CTATOYHOCTb, IKCHKO3.

JlanHoi manumeHTke B Bo3pacte 1 mecsua 11 nHell HavaTra 3amMecTUTEbHas
FOPMOHAJIbHAS Tepanusi THAPOKOPTU30HOM (KopTed) u3 pacuera 20 mr/m2:

(07 a—2,5mr, 15 9— 1,25 mr, 22 u — 1,25 mr) u GayapokopTuzoHoM (KopTuHEDD)
(08 u — 0,05 mr, 18 u — 0,025 mr). Ha ¢one mpoBoanMON Tepanuu OTMEUYEHA
MOJIOKUTENbHAS JIMHAMUKA, YIYUIIWJICS AamleTUT, Hcue3sia PBOTa, PEOCHOK CTal
npuoOaBisATH B Bece. HakaHyHe BbIHMCKHU y pebeHka macca Tena 4676 r., 3a 29 xoiiko-
JTHEW, TIPOBEJICHHBIX B OT/IeJICHUH NpubaBui 716 rp.

PeGenox BeImrcad B Bo3pacTe 2 Mecslla 5 AHEH U3 OTIEJICHUS 10 MECTY JKUTEIbCTBA
C PEKOMEHIALMSIMHU MPOAOIIKUTH MOCTOSHHYIO 3aMECTUTENIbHYIO TEPANUIO TIIIOKO- U
MUHEpaJIOKOpTUKouaaMu. [lpu WHTEpKYyppEeHTHBIX 3a00JICBaHUSX C MOBBIIMICHUEM
TeMIepaTyphl Tea, TpaBMaxX, BaKIIMHAIUAX, CTPECCOBBIX CUTYalUIX PEKOMEHIOBAHO
MOBBIIIEHHE J103bI KOpTeda B 2 pa3a Ha MEPUO]I TPOBOLMPYIOUIETO (PaKTopa, ¢ UEbI0

NpEAyNpeKICHUST  KpuU3a OCTPOM  HAANOYEUYHHKOBOM  HEIOCTATOYHOCTH, C
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MOCJICTYIONUM CHIDKCHHEM 103 JI0 MUCXOJHBIX. MaTepu peOeHKa /aHa BBIMHCKA U3
MIPOTOKOJIA BpaueOHOW KOMUCCHUM 7Sl NpeabsiBieHuss B opranbl 3AI'C miis cMeHbl
JIOKYMEHTa, YI0CTOBEPAIONIETO JINYHOCTh peOeHKa, C MY»CKOT'0 1oJjia Ha >KeHCKui. B
OynymieM IUIaHMpYETCS HampaBuTh pebOeHka Ha cremyieuenne B DI'BY
«HanunoHanbHbI MEIMIIMHCKAN HCCIIEA0BATEIbCKUM LIEHTP SHIOKpUHOJIOTHUN» M3
P® ¢ wenpro mTpoBEACHUS MOJEKYISIPHO-TEHETUYECKOTO  HCCIEIOBAHUS U
XUPYPTrUYECKOT0 JICUeHUs], PEMUHUZHPYIOLIEH ONepaltu.

3akiovenne. B CBiI3M OTCYTCTBHEM peE3yJbTaTa HEOHATAIIBHOTO CKPUHUHTA H
HAaCTOPOKEHHOCTH TMEAHATPOB IO MOBOJAY JAaHHOTO 3a00JIEBaHUS B ONMHCAHHOM
KIMHAYECKOM HaOMIOJICHUHM HMMEeT MECTO MO3JHsAS mocTaHoBka auarHoza BJIKH
COJIbTEpSIONIeH (OPMBI C HEMpaBUIIBLHBIM OIpesesieHrneM mosia pedenka. OcHoBa
neyennsa BJIKH — 3amectutenbHas IIIOKO- U MUHEPAJOKOPTUKOWIHAS TEpanus,
MO3BOJIIONIAA TPEAYNPEIUTh OCTPbIM aqpPEHANOBBIM KpHU3, ONTHUMHU3HPOBATH
(dbu3nyeckoe pa3BUTHE peOeHKa, 00eCIeuuTh HOPMAJIBHOE II0JOBOE CO3PEBAHHE H

MOTEHIUAIbHYIO (DePTUILHOCTD € MOCIEAYIONIEH XUPYPrUIECKOU KOPPEKITUEH.

bubanorpaguueckas ccouika: ApryHoBa E.®., UBanosa O.H., Hukudoposna
M.E., KoamakoBa A.FO. KnuHuyeckuil ciy4ail BpOXI€HHOW NUCHYHKIUU KOPBI

HaJanouyeyHuKkoB//CoBpeMeHHbIe MpodieMbl Hayku U oOpa3oBanus. 2019. Ne 4. C. 149

Cayuair 10. [Jleeouka A. mnoctynwia B PecnyOnukaHCKUil — JeTCKUN
SHAOKPUHOJOTUYECKUM 1eHTp (r. MWuHCK) Ha 7-€ CYTKH JKH3HH B CBSI3U C
amMOMCeKCyalbHBIM CTPOEHUEM Hapy>KHBIX MOJOBBIX OpraHoB. M3 anamHe3a: peOeHOK
OT 2-0i1 OepeMEHHOCTH, 2-X CPOYHBIX POJ0B. Macca Tena npu poxaeHuu 3290 r.,
poct 53 cMm. Ilpm ocmoTpe HapyKHBIX MOJOBBIX OpPraHOB OTMEYEHBI E€IUHOE
YpOT€HUTAIbHOE OTBEpcTHE, Tuneprpogus kiautopa. Ilpu KapuoTUNUpOBAHUU
YCTaHOBJICH HOPMaJIbHBIN KeHCKuW kapuotun 46XX. B OmoxmMuueckoM aHanuse
KpoBU BbIsiBNIeHBI runiepkanuemus (K 6,55 mmonw/n), runonarpuemus (Na 131,4

MMoJIb/1). Tlo pe3ynbTaTaM rOpMOHANIBHOTO OOCJEIOBAHMS OTMEUEHO IOBBIIICHHE
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YPOBHEMN 17-rugpoxcumnporecTepoHa (17-OHIII") (811,0 HT/MUT) u

auruAposnuanapoctepona (989,8 MkMow/m).

PeGenky Obl1 1moOCTaBJeH JAWATHO3: BPOXACHHAas  JUCPYHKIHUS  KOPBI
HaanoueuHukoB (BJIKH), conbrepstomas  ¢opma u  HazHadeHa  Tepamnus
THIPOKOPTH30HOM U (uiyapokopTuzoHoM. Ha ¢one nedenus oOiiee COCTOSIHHE
KOMIIEHCHPOBAHO, OTMEYEHA ITOJIOKHUTENbHAS IMHAMHKA TI0KA3aTeIEN 3JIEKTPOJINTOB
KpOoBH, Macchl Tena. [Ipu coope cemeliHOro aHamMHe3a Mama MAalMEeHTKH yKa3ajla Ha
0CO0EHHOCTH cTapuiero cbiHa. Ha MOMEHT pokaeHust cecTpbl eMy ObLIo 2 roja 8
Mmec. Poaurenu oTMedanu BBICOKME TEMITBI POCTA MaJb4MKa C POKIACHUS, ITOSBIICHHAE
yrpeBoit ceinu mocie 2 net. [Ipu ocmotpe poct 106 cm (SDS +3,5 SD). Ha koxe
JauIa, BEpXHEW 4YacTH CHUHBI OOWIbHas yrpeBas cbilb. KoXa MOIIOHKH
MUTMEHTUPOBaHa, roHaabl oobemoM 2 cm3. KoctHbii Bo3pact 6 ser 10 wmec.,
IIPOTHO3UPYEMBIN pocT 159 cM npu renernyeckom 177 cM. Y ManpymKa yCTaHOBJIEHO

ITOBBILIEHNE YPOBHS

17-O OHIII" (299,8 ur/mi) u Tecrocrepona (12,6 HMOB/1T). YPOBHU AJIEKTPOIUTOB B
KpoBU ObUTH B HOpME. PeOeHKy ObLT BBICTABIIEH AMArHO3: BpoxkaeHHas AucPyHKIUS
KOpBl HAJIMOYEYHUKOB BUpWIbHAS (opma. JIokHOE TpeKIEeBPEMEHHOE MOJIOBOE
pa3BUTME M Ha3HAYeHa Tepanusi TUAPOKOPTU30HOM. Y CHOCOB MPOBEIEHO
MOJIEKYJIIPHO-TEHETUYECKoe o0cienoBaHne. Y O00OMX NALUMEHTOB YCTAHOBIIEHO

KOMIIAyHJHOE TeTepo3uropHoe HocuTenbcTBO nenenun 30 k6 rema CYP21A2 wu

myrarun 12G (IVS2-13A/C.

bubauorpadpuueckas ccobuika: BoakoBa H.B., CoanmeBa A.B. Kimnuueckuii
ciayyaid pasHbeiX (opM BpOXKACHHON AUCHYHKIIMU KOPHI HAAMOUYEYHUKOB y CHOCOB.

//PoccuiicKuii BECTHUK IIEPUHATOJIOTHH U nieauatpuu, 2017,62,4, ¢ 228.
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Cayuaii 11. Jleouka A. 6 net naxogmnack B OJIKB B 3HIOKPHUHOIOTHYECKOM OT/IEJICHUH
¢ 22.12.2020 no 30.12.20 roga.

Kanobs1 Ha 30161 Toabema AJl 1o 160/100 MM pT. CT., pe3kasi mprubdaBKa B BeCe U
NepepaACIPENCIICHHE MOAKOXKHOM KJIETYATKH MO BEPXHEMY TUIy C Hadaja OKTAOpA
2020 1, mosiBJIeHHE JIOOKOBOTO OBOJIOCEHMUSI, TUTIEPTPUXO3,

XKanoObl B HOsOpe: TrauUMIOIMHAIMK, TOCTOSSHHO BHJAMT Jpy3ed U3 caJiuKa,
BOCHUTATENS U T J, IEPUOANYECKH HE OTBEYAET HA BOMPOCHI, CO3AETCS ONIYIICHHUE,
YTO peOCHOK HE CIBIIIUT, TOJIOBHAsL 00JIb, KOTOpasi MEPUOUYECKH COMPOBOXKIACTCS
MOBTOPSIOLLENCSA PBOTOM, HE MPUHOCAILIEN 00JIErYeHue.

N3 anamue3a xu3nm: PeOEHOK oT 1 GepeMeHHOCTH, IPOTEKaBIIed HA POHE YTPO3bI
HEBBIHAIIMBAHUA, | CpPOUHBIX omeparuBHbIX poaoB. Ilpu poxaenun macca 3460 .,
poct 52 cMm, omneHka Mo Mmkaie Amnrap 8/9 OamwioB. Beinucana oMol B
YIAOBJIETBOPUTEIBHOM COCTOSIHMM Ha 5 CYTKH C JUArHO30M: 3710pOBa.

N3 anamHue3a 3a0osieBanusi: B sHBape 2020 r BepBble PE3KO YBEIMYMIICS BEC,
MaMma CBs3ajia C HapylIeHHWEM JUeThl, Ha (OHE HOpPMAIMU3ALUU JUETHI BEC
HopManu3oBaics. B okrsaope 2020 pe3ko yBenuumiics Bec peOEHKa, OJHOBPEMEHHO
MOSIBUJIOCH JIOOKOBOE oBoJsioceHue. 10.11.20 B 1. yac Houu - pBOTA, TOJIOBHOM 00U HE
oTMeudasioch. Uepe3 HEKOTOpOe BpeMsi IMOBTOPHAs PBOTA, MOSBUIOCH OIIYLICHHUE
MeJbKaHUs MYIIIEK Tepe I1a3aMu, 3aTeM peOeHoK ycHy. B 3.40 - BriepBbIe B KU3HU
CYIOpPOTH € TIOTEpeil co3HaHusl, OOIIMM pacciaaliieHueM, 3aBeICHUEM TIIa3HbIX 070K
BIPABO, KIIOHWYECKUMH CyJOPOTraMy MBIIII] MOJOBUHBI JIUIA, JIEBOW PYKH, XPUILIBIM
JIbIXaHWEM, TMPUKYCOM s3blKa, OJHOKpAaTHas pBOTa (mepen mpuctyrom). BrizBana
CMII. Beeneno 5 wmr penanmyma. Cymoporum KynupoBanbl. (OcTaBieHa JIoMa.
[TosropHsIii 311301 cynopor nocie 4.00. Buos BbizoB CMII. BBeaeno eme 5 mr
peflannyma. Cynmoporn  KynMpOBaHBI. PebeHok  rocnuTamuM3upoBaH B
HEeBpoJIOrnyeckoe otaesenre. OTMedanoch MoBkiieHre Temmneparypsl 10 37,1°C u
onHokpaTtHas pBora. B otnenenun B 7.40, 8.10, 8.38 — 3 smu301a KIOHUYECKHUX
CydoOpor ¢ IIOBOPOTOM TOJIOBBI M TIJia3 BIOpaBo, ¢ morepeid co3Hanus. B 9.00

nepeseaeHa B PAO mo Tsxectu coctosaus. [loBropHO B/B BBefieH penanuym 10 mr,
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CYIOpPOTY KYyNUPOBAINCH, HE PELUIUBUPOBAIN. BOo Bpemsi HAaXOKAEHUSI B OTJICJICHUH
orMeuanuch 3mu30a6l nogbema AJ[ 160\100 mm pr. cT. ['umoren3uBHas Tepanusi HE
POBOJIUJIIACK.

C 12.11.20 rammronuHaMy y4aCTHJIMCh U JIEBOYKAa B HEOTIOKHOM MOpsiike Obuia
NepeBE/IcHa B HEBpoJlornueckoe oraeneHue. Haxogunace B HeBposoruu ¢ 12.11 no
19.11, nepeBenieHa B 3HIOKPUHOJIOTUYECKOE OTACIICHHUE.

IIpy mocTymiaeHWH B HEBPOJOTHUIO COCTOSIHUE TSKEIOE IO HEBPOJIOTHYECKOMY
crarycy. Ha ocMoTp pearupyer 4acTU4HO, Ha BOIIPOCHI HE OTBEYAET, B IPOCTPAHCTBE
HE OPUEHTUPOBAHA.

[IpaBWILHOTO TEIOCIOKEHUS, TOBBIIIEHHOTO MHUTAHUS, JIyHOOOpa3HOE IO -
«marpoHu3m», nepepacnpeneneare IDKK: ToHkre KOHEUHOCTH, MO CPAaBHEHUIO C
TYJOBUILEM, THUNEPTPUXO3 HA  CIOUHE, KOHEYHOCTSX., THUINEPIUTMEHTAIMS
€CTECTBEHHBIX CKIaloK, nynka, crpuiit HET. Anmetur noBbilieH. 3€B CIIOKOEH.
Jlpixanue poBHOE 0€3 y4acTus BCIIOMOTATEeIbHOW MYCKYJIaTypbl. AYyCKYJIBTaTUBHO —
IBIXaHUE BE3UKYJSIPHOE, MPOBOAUTCS IO BCEM JIETOYHBIM noisiM, Y[ 25 B muH.
Cepneunbie TOHBI sicHble, puTM mnpaBwibHbi, UCC 108 yn/mun. XXuBoT mnpu
najgblauu MSITKUM, 0€3001€3HEHHBIN BO Bcex oTaenax. IledeHb He BBICTYMAeT W3-
nmoJl Kpas pebepHOM ayrH, ceie3eHka He manpnupyercsa. Cryn, Aumype3 B HOpME.
[Tonosas dpopmyna: Ma2, Pb2-3 Ax1, Me 0.

HeBponoruueckuii craryc: MpoayKTHUBHOMY KOHTAKTy HE JOCTYIHA, HA BOMPOCHI HE
OTBEYACT, MEHUHICAJbHOM CHUMIITOMAaTMKH HE BBIABICHO. [0J0Ba IpaBUIBLHOU
dbopmbl, BeHO3Has1 ceTh He BbIpakeHa. UMH: I'masuwie menu paBHbI. 3pauku D>S.
®dotopeaknuu: OS - mpsimasi pe3Ko CHIKEHA, COIPYKECTBEHHasI pe3ko cHumxkena, OD
— TpsiMasi pe3K0 CHUKEHA, COAPYKECTBEHHAs] PE3KO CHIDKeHa. B3op He (ukcupyer.
Kocormasuss Her. [masomBukeHUS OrpaHWuYeHbl, KoHBepreHuus D=S. Jlumo
CUMMETPUYHO B TOKOE€, NMPU MUMHYecKo Harpy3ke D=S. Hucrarm: mer. Tpoduka
KeBarelbHbIX MbI He HapymeHa D=S. Touku Bamne Oe30one3nennsl. Msrkoe
HeOo moaBwkHO D=S. ®onamms He HapymieHa. [7oraHue coxpaHeHo. SI3bIK TIO

CpCI[HCfI JIMHHUU. PCCI)HGKCBI OpPaJIbHOT'O aBTOMAaTr3Ma BbI3bIBAIOTC:A, CIIOHTAHHBIC.
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JIBurarenvHas cdepa: [lo3a BBIHY)XKIECHHAs, JEKUT HA CIHWHE, aKTUBHA B paMKax
noctenu. Cuia B pykax 5 6aisos, B Horax 5 6amnoB. ToOHyC: pyKH — JOCTaTOYHBIHI
D=S; norn — nocrarounsii D=S. CyxoxuibHble pedieKChl ¢ pyK KuBbie D=5, ¢
Hor cHIKeHbl D=S. Bpromnsie peduekcel xuBbie D=S. [latonoruueckue peduriekco
He BbI3bIBatoTCA. KiloHYyCHl OTpULIaTeIbHbIE.

Koopaunanus: ITHII mumomnonananue, mHTeHIMOHHBIM Tpemop D=S, KIIII ne
BeImonHseT D=S. Tpemopa HeT.

Cencopnas cepa: naToiaoruu He BbIsiBIeHO. CUMITOMBI HATSKEHUSI OTPULIATEIIbHBI.
BereratuBHo-Tpoduueckas chepa: MpaMOPHOCTh, TUIIOTHAPO3 JTaI0HEH U CTOIL.
TazoBbie QYHKIIMU: COXPAHEHBI

B nuHaMuke HEBpOJIOru4Yeckas CHMIITOMATHKA TIOJTHOCTHIO KyITMPOBaHa.

3a BpeMsi npeObIBaHUS B HEBPOJIOTUYECKOM OTACJICHUM TaJUTIOIMHALIMKM Yy peOeHKa
HUBEJIMPOBAJIUCH, TMPUCTYINOB B OTAEIECHWHW HE MOBTOPSIIOCH, PEOCHOK AaKTHBEH,
JIOCTYTIEH KOHTAaKTy, TOJIOBHbIE Ooniu He Oecniokomiu. [IpoBenena D3I, mo maHHBIM
KOTOPOM MCKIIIOUEH JNWIENTUYECKUN Xapakrep mpuctynoB. Ilpm mnoctyruieHnn
npoBeneHo MPT rojmoBHOro Mosra, Mo JaHHBIM KOTOPOTO HOBOOOpa3OBaHHE HE
BBISIBJICHO, BBISIBJICHA KapTUHA XapaKTepHas JJig 3aJHei oOpaTuMoi sHiiedanonaTiu.
[IpoBenena wHGY3MOHHAsT Tepanmusi C I1ENbI0  KYNHUPOBAaHUA CHUMIITOMOB
sHIe(aronaTuy. Y4YuThIBas BICOKHM ypoBeHb AJl MpU MOCTYIUICHUH U 10 JaHHBIM
BBIMTUCKHU, C IEJbIO OLICHKU COCTOSIHUSI CEPACYHO COCYAMCTOM CUCTEMBI MPOBEACHA
Oxo KI, cyrounoe wmonutopupoBanne OKI' u CMA/. Ilocne HazHaueHUM
KapJuoJyiora, JOCTUTHYTa CTa0Wiau3alus apTepUabHOTO JaBJIEHUs, B IIJIAHE -
MOBTOpPHASI KOHCYJIBTAIIUS KapIUO0JIOora.

ITepeBenena B oT/eI€HNE SHAOKPUHOIOTHH, TAe Haxoauinack ¢ 19.11 mo 14.12.20 r.
3a BpemMsl HaXOKI€HUSI B IHJIOKPHHOJIOTHM COCTOSIHHE CTA0OMJIM3MPOBAJIOCH,
NpoBeeHO0 00c/iel0BaHNe, OATBEPKAA0IIee OCHOBHOM JHATHO3.

Houmnoii nexcamerasonosblii Tect: 15.11.2020 1. 1 mr B 23-00;

16.11.2020 r. B 8-00 xoptu3oa 353,0 amons/n; AI'IA-c - 0.5 mxmons/n; 17-OH-
II'- 2.3 HMoJIB/ 1.
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AKTT (M®A) 20.11.20 . — 0,861 mmoan/a (Hopma 1,6-13,9).

Koptu3zoa (23.11.2020 UDA) B 3-00 - 709, 3 Hmouan/a; 8-00 — 692,7 umoab/J.
KopTtu3oa ucxon: (13.11.20 . DA B 14-00) 394, 0 umouan/a (47,8 — 297,0).
JByxcrynenuarsii Tect Jlugaiaa (Bec=30 kr):

26.11.2020 09-31 koptu3oa — 981,5 umoan/a. 26-27.11.20 1. - mekcameTa3oH IO
0,25 mr xkaxasie 6 yacoB (30 Mkr/kr/cytku = 0,9 mr);

28.11.2020 09-30 xopTm30a — 831,6 nmoun/a 28-29.11.20 r. - nekcamerasoH 1o 1,0
MT Kaxkapie 6 yacoB (120 Mkr/kr/cyTku = 3,6 Mr)

30.11.2020 08-55 xopTu30a — 895,4 HMOJIB/J

AI'IA-c ucxon (26.11.20 . B 9. 30) 1,4 mxmoJin/a (Hopma 0.1-4).

TTI -1.19 MmEn/min (0.35 - 4.94); ¢T4 - 20.16 nmose/n (9.00 - 19.05)

@CT - 1.25 MME/mn (0.42 - 5.45)

JIT" - 0.03 MME/mi1 (0.00 - 0.33)

ITPJI - 691.01 MME/n (88.10 - 484.00)

Dcrpaanon - 37.00 mmoms/a (0.00 - 37.00)

Tectocrepon - 0.83 amonb/a (0.04 - 2.15)

Kopruzon — 428,10 amons/m.

CKT opranos rpymaHoit kiaetku — 18.11.2020 1. — 6e3 maroyoruu

CKT opranos OptomrHoit kietku 18.11.2020 r. Ha mopTanbHOM (pa3e ckaHUPOBAHUS B
OCHOBaHMHU MEIUATHHONW HOXXKH JIEBOTO HAAMOYECYHHKA OMpEAeNsaeTcs o0pa3oBaHUe
OKpYIJIOi (POPMBI C YETKUM POBHBIM KOHTYPOM, MaKCHUMAaJIbHBIH pazmep 3.6 MM,
mwiotHocte 203HU. B aprepuanbHO U OTCpoYeHHOM (a3ax CKaHUPOBAHUS
o0Opa3oBaHUE HE OMPEIEISICTCS.

3aKJII0YeHHE: O6Da3OBaHI/Ie MEIMAJILHOM HOXKH JICBOI'O HAJANOYCYHHKA MaJIbIX

pasMepoB
Ccoika Ha KT https://cloud.mail.ru/public/4tRe/3LptHViZD.

MPT ronosnoro mo3ra 13.11.20 r. MP - kaptuna 3aaHeit ooparumoi sHIedanonaTim
(PRES). [lannbIx 3a tUmOr TOJIOBHOTO MO3T'a HE BBISIBIICHO

VY3U nagnoueunukoB (23.11.20 1.): pasmep npaBoro 10*8 mm, neBoro 9.5*7.5 mwm,
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TPEYTOJIBHOW (POPMBI, B TUTIMYHOM MECTE, CTPYKTYPHO HAAMOYCUHUKH HE U3MEHEHBI.
Panee npoBoauMoe o0ciieqoBaHue:

Pentrenorpagusi opranoB rpyaHoit kietku ot 10.11.20 1. OuaroBeix H
WHOWIBTPATUBHBIX N3MEHECHUN HE BBISIBIICHO.

VY3U opranos OprourHoii monoctu oT 10.11.20 r. - YMepenHas remaromeranus.

VY31 muroBuaHoi xene3pl oT 10.11.20 r. Juddy3Hble u3MeHEHHS NapeHXUMBI
IIIATOBUIHOMN JKEJIC3HI.

MPT ronosunoro mosra ot 11.11.20r. - MP-gannubie MoryT coorBeTcTBOoBaTh PRES-
CUHJIpOMY, IUHAMHYECKHE apTe(PaKThl.

MPT opranos OpromHoil nonoctu ot 11.11.20: HeOonblioe Koau4ecTBO BHINOTA B
napaHedpaibHOI KJIeTYaTKe CIpaBa.

Oxkymnuct 11.11.20 . - AHTHONIATHS CETYATKH.

Bo BpeMsi oOcienoBaHus BBISIBJICHA TPaH3UTOpPHAS KOaryJIONnaTus:
rUMOUOPUHOTCHEMH I,  I'eMaToJOrOM  peKoMeHaoBaHa (M0 TIOKa3aHHUAM)
3aMECTHUTEINIbHAs Tepanusi KPUOMPEIUITUTATOM.

IIposenena TMK B ®I'BY «HMUII sunoxkpunonorumy Munazapasa Poccun ¢ 11enbro

onpeacICHUA HaHBHCﬁHleﬁ TAKTHUKH O6CH€I[OBaHI/I$I (MOJ'I@KVJ'IHDHO-FeHeTI/IquKOC

I/ICCJ'Ie,Z[OBaHI/Ie) H JCUYCHHA, PCKOMCHAOBAHA OAHOCTOPOHHAA aAPCHAJIOKTOMHMS.

IToctynaer 11 MOATOTOBKY K OIEPAaTUBHOMY JIEUEHHUIO.

OO0bexkTHUBHO:

Poct 114 cm , Bec 30 k1, UMT = 23,08 xr/Mm2 , SDS UMT + 2,85, SDS pocra= -
0,71, S 0.94 m2.

A1 100/70-117/80 mm. pT. CT.

[IpaBMUIIBHOTO TENOCIOKEHUS, TOBBIIIEHHOTO MUTaHUs, JYHOOOpa3HOEe JIMLO -
«marpoHnsm», nepepacnpenenenne IDKK: ToHkne kOHEYHOCTH, MO CpPaBHEHMIO C
TYJOBHUILEM, TUIEPTPUXO03 HA  CIMHE, KOHEYHOCTAX., T'HMIECPIUTMEHTALNS
€CTECTBEHHBIX CKJIaA0K, mynka, crpuid HET. Annetutr u30bTOUHbIN. 3€B CIIOKOEH.
JlpixaHue poBHOE 0€3 ydacTHsi BCIOMOTaTelbHON MYCKYNarypbl. AyCKyJIbTaTUBHO

IbIXaHHE BE3UKYISPHOE, MPOBOAUTCS MO BCEM JErOYHbIM moiisaMm, YJ[ 18 B muH.
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Cepneunsle ToHbI sicable, putMudHble, YCC 94 yn/mun. AJl 119/73 mm.pr.cT. XKusor
IpU MadbHalMy MITKHUM, 0€300J€3HEHHBIN BO BCEX OTNENaX, YBEJIUYEH B pa3Mepax.
[leyens He BBICTYINaeT U3-TOJ Kpasi peOepHOIl JyrH, celie3eHKa HE MaJIbIUPYeTCs.
Cryn, nuype3 B HopMme. [lomoBast popmyna: Ma2 Pb2-3 Ax1Me abs.

24.12.20 r. onepanusi: JanapoCKoNM4ecKas aJpeHaJIdKTOMHUS CJIeBa.

[locne co3manus kapOOKCHIIEpUTOHEyMa B OpIOIIHOM IOJIOCTH BBEICHA OITHKA
nanapockona 10 MM Haja MyNOYHBIM KOJIBLOM M 2 MaHumyiasTopa (1 mo nmeBomy
OOKOBOMY (pJIaHTy B MOAB3IOIIHON 00JACTH 5 MM, 1- MO CpEeAHEKITIOUUYHON JTMHUU B
aeBoM mnoapedbepre Smm). Cmaeunoro mporecca HetT. [IpoBenmena MoOwumm3anus
CEJIE3€HOYHOI0 ymia 00OJ0YHOM KHUIIKHU. BbIJEneH BEpXHUW MOIIOC JIEBOM IMOYKH.
Hannmoyeunuk saucroBuaHoii opmbl pazmepamu 4,5*3*1 cm, KeJaToro msera,
Oyrpucrtbiid. HagnouyeyHuk BBIZENEH U3 OKPYKAKOIIUX TKAaHEN IPU MOMOIINA MOHO- U
OWITOJIAPHOM KOATYJISAIUK, AUCCEKIMU amnaparom Liga Sure.Beigenena neHTpaibHas
BEHA, KOArylnupoBaHa, rnepecedeHa. HanmoyeuHrnk BhIAEIEH U3 OKPYKAIOIINX TKAHEH
IIPY TIIOMOIIM DJIEKTPOKOATYISAIMU, INOMEIIEH B HJBAaKyallMOHHBIM MENIOK, YIAJICH
4yepe3 TpoakapHbId JOCTYN IyMOYHOM OOJacTH, HAIpaBiIeH Ha TUCTOJIOIMYECKOE
uccnenopanue. KoHtpone remocrtaza. HMurpaonepanmonnas mnoreps S50  wuL.
JIukBunanus kapOokcutneputoneyma. [locnoitasie mBbl Ha pany. Ac. [ToBsi3ka.
ITocneonepaniMoHHBIN TIeproa HEOCTOKHEHHBIN. CHATHI Bl HA 6 cyTkH (30.12.20).
3akiiouenne J1a00paTopuu MOJICKYISIPHON OMOJNIOTUU, UMMYHO(PEHOTUITUPOBAHUS_U
natomopdonoruu. [lpucnano B dopmanuue: HaamoyeyHuk — HempaBUIBLHOM
oBastbHOU (popMbl pazmepamu 4,0 x2,5x0,5 cMm, kenTo- KOPUIHEBOTO IBETA, C MEIKO-
OyrpucTOil MOBEPXHOCTHIO ( Y3€JIKH O 2 MM B JIMAMETpE), Ha pa3pese - MeCTPhIi.
®parmeHTsl  kHpoBoM  kietdarkd. MccrmemoBano 8  pparmenToB  Okpacka
reMaTOKCUJIMH-303UHOM.

I'ncrosiornueckoe umccienopanue. B uccienoBaHHOM MarepHalle - HaAIOYEYHHK.
Kopa HamgmouewHwka yTonieHa, 3a CYET PETUKYISIPHON M (PacCIUKyISIpHOW 30H.
OnpenensitoTcsi MHOXECTBEHHbIE  HEYETKO OTIPAHMYEHHBIE OKPYIVIbIE YYACTKH C

0oJiee BBHICOKOW KJIETOYHOCTHIO, OOpa30BaHHBIC KIIETKAMH MEHBIIEr0 pasMepa Io
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CPaBHEHUIO C HOPMaJIbHBIMM ~ KOPTUKAJIBHBIMU  KJIETKAMH, C IUIOTHOM
H03MHO(DUIBHON LUTOIIA3MOM M MY3bIPHKOBUAHBIM SIAPOM C KOMKOBaThIM
XpOMAaTUHOM 0€3 OTUYETJIMBOIO SJpBIINIKA. ATHIINHM, MUTO30B HE BBISBICHO. Takxke
MMEIOTCA  y3€JKM M3 KPYNHBIX KIETOK C IEHUCTOM IUTOIUIA3MOM, COIEpIKallen
0O0JBIIOE KOMMYECTBO JIUMUAOB. [IUrMeHT He 0OHapyXeH, ONIpENeNsIeTCs Oo4aroBas
mumdoriazMonuTapHas MHpuiIbTpanusa. )KupoBas kierdarka 0e3  CyIIECTBEHHBIX
MOP(OTOTUYECKIUX WU3MECHECHUH .

3akiouenne: MUKPOHORY/ISIPHAS THIEPILIA3HA KOPbI HAANOYEYHHUKA.,
Kaunnuvecknii auarno3. OcnoBhoii: E.24.0 Cungpom Kymmnra (AKTI-
HE3aBUCUMBIN SHJIOTCHHBIM TUnepkopTulin3M). M3oiupoBaHHAsT MHKPOY3EJIKOBas
TUIEPIUIA3Kus  JIEBOTO  HAJIOYEYHHKA. CocrosiHue 1moOCiEe  JIEBOCTOPOHHEU
anapeHamdkromuu (24.12.20).

OcnoxHeHnsI 0CHOBHOTO 3a00JieBaHusi: CUHAPOM apTepUaIbHON TMIIEPTEH3UH.
ConyrcrByromass marojorusi: HapymieHne cepaedHoro purma: CHHYCOBas
Taxukapaus. Hapymenue cepaeyHoil IpoOBOAMMOCTH, HHTEPMUTTUPYIOIIUNA (PEHOMEH
WPW. Octpble cumnromaruueckue (OoKalbHbIE MOTOPHBIE CYIOPOTH. 3aaHss
obparumas >unedanonarus (PRES).

IHoJgvy4aJsa JgeuyeHue:

Hueta Ne 8, kanroripuin 12,5 Mrx 2p/cyTku; CIUPOHOJIAKTOH 12,5 MT /CyTKH.
22-23.12.20 1, mnaHoBoe 00e300MBaHKe: IMapareraMmon + noynpodeH
24.12.-26.12.20 . Coay- kopTed B/M.

Kopred ¢ 25.12. mo 27.12.20 . Ormena xkopreda ¢ 28.12.20 r.

PexomeHngoBaHo:

JlucnancepHoe HaOOJeHUE YHIOKPUHONIOTA 10 M/kutenberBa. SBka 05.01.20 r. B
00J1aCTHOM LIEHTpPE JAETCKOW SHAOKPUHONOTUH, Y. 8 Mapra 1.

KonTtpons ypoBas koptuzona mocie 11.01.20 r. (mo m/xutennctra !!!)

Kontpons AJl, UCC x 3 pa3a B cyTKH

y3HaTh PE3yJabTaT MOJICKYIsipHO-TeHeTHuueckoro wucciegoBanus (OI'BY «HMUIL]

SHJ0KpUHONOTMW» MuHn3apasa Poccuu; otnpaBka marepuana 14.12.20).
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Cayuaii 12. Manbuuk P. 11 ner 10 mec. naxoguics B OJIKbB ¢ 21 mas 2021 r. o 8
utoHs 2021 r. (B PAO ¢ 21 no 24 mas, 3ateM ¢ 5 Mas 1Mo 8 HIOHS - B OTACICHUU
HH/I0KPUHOJIOTUH.

Pe6enok nepesenen u3z PAO r. Kamenck-Ypanbckoro, rae Haxoamwics ¢ 20.05.21 r.
XKanoOsl: rosoBHass ©001b, TOCTOSIHHas CcaabOCTh, TOIIHOTA, IIOTEpsl Beca,
COHJIMBOCTb, PBOTA, OJIENHOCTh M HacTynuBilee oriaymeHue. Co cIoOB MaTepw,
3a0osien ocTpo 6 masi, ObUT OJBEM TEMIEpPaTyphl, Kallelb, cuibHas ciaadoctb. [1o
MECTY JKUTENbCTBA Ha3zHaueHo JjeueHue OPBU, a 12 mas pe3ko yXyAlIUIOCh
COCTOSTHME: HapacTajia cla0oCTh, HMCUe€3 amlmeTHT, Oblla MHOTOKpaTHas pBOTa U
CYJIOpPOTH, U MaJlbuKa FOCIHUTAIIM3UPOBAIN B MEIUATPUUECKOE OTIIEIECHUE 110 MECTY
KUTENBbCTBA, 17 Mas €ro nepeBesid B HEBPOJIOTMYECKOE OTACIECHUE C JUArHO30M:
Murpens. anonaTtudeckast SNUIETICUS € T€HEPAIU30BaHHBIMU NpHUCTynamu. 20 mas
- YXYJIIEHHE COCTOSIHUS: ¢l1a00CTh, BAJIOCTh, oriyieHue, nepeseneH B PAO. [lpu
NOCTYIUIEHUU COCTOSTHUE KpalHE TSXKEJIoe 3a cueT LepeOpanbHOM HEJOCTaTOUHOCTH

Y KJIMHUKY 0Ka. Koxa cepast ¢ MpaMOpHBIM PUCYHKOM, Temneparypa 35,2 rpaayca.

JlaboparopHublie nannble (13 Boinmucku PAO r. KameHck-Y panabckoro):

Jlata Ph BE Na+ K+ Ca++ I'moko3za

MMOJIL/J

20.05 7.4 -9,0 <1000 6,5 0,4 6,8

2105 745 -65 104 5,5 0,49 7,6

21,05 745 -48 106 5,2 0,52 5,8

IIpoBogunoce nedyenue: MBJI (mpekpamiena udepe3 6 4acoB), MPOTHMBOIIOKOBas,
WH(Y3HMOHHAS Tepanus C ICIbI0 PEeTUApaTali M JIMKBUIAIUN DJICKTPOJUTHBIX

HapyIlICHUN.
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Hoctynua B OAP Ne2 OJAKDB 21 mas B 16 yac 10 muH.

IHoka3zaTean KOC u 3JIeKTPOJIUTOB B KPOBH

HNata Ph BE Na+ K+ Ca++ I'toko3a Koprusoa
(MMOITB/IT)
7,48 -3,4 112 3,2 0,78 4,2 0
2105 (MMOHB/.H) HMOJb/JI
B
17.25
21,05 7,48 -24 114 3,4 0,81 5,7
B
21.59
24.05 7,39 -2,3 127 3,7 0,96 4,8
B
06.13

VYuuThiBas KIWHUKY, 3JIEKTPOJMTHBIE HAPYIICHHS W YPOBEHb KOpPTH30Ja, Hadara
HEOTJIOKHAsi ropMoHainbHast Tepanus - Coay-kopred mo 80 mr B/B Ne3, rimokoHaT
kanblus o 20,0 M B/B cTpyitHO. 3a BpeMs HaxoxaeHus B PAO peGeHOK MOCTOSTHHO
nonyvas UT: ropmonsl, ¢us. pacteop 100,0 mu/gac + rmoxonat Kanbius 100,0 mi
/cyTKu (B/B MUKPOCTPYHHO). 24 Masi IEpeBEIEH B dHIOKPUHOJIOTUYECKOE OTJIEICHHE
U MepeBeieH Ha TabaeTupoBaHHbIE IMoKokopTUKoubl: Kopred 20 mr/cytku (10 mr
+ 5 mr + 5 wr), anpdakaneuunon Imkr/cyt. (0,5 MKr x2p/cytku), kambimii [13
Hukomen 1000 mr (500 mr X 2p/CyTKn).

JlonoIHMTEIbHO W3 AaHaMHe3a: C 2-X JIeT - MOJIOYHHUIIA, 3aT€M YIOPHbIN
OHMXOMUKO3, yacTo Oosies. B 2020 romy ycTaHOBJIEH AMArHO3 AMUJIETICHS — ObUIO 2
MPUCTYNa  TOHUYECKUX  CYIOpOr  (BBITSTUBAET, Kak CTpyHa), MOJyYal
MIPOTUBOCYAOPOXKHYIO Tepanuio (BaybnpoeBas kuciaora 300mr + 450 mr). YpoBeHb
KaJIbLIMSI B KPOBU HUKOT 1A HE ONPEEISIIN.

Buoxumus xkpou 21.05.21: oOmuii 6enok - 51,0 r/n; ACT - 12 ME/n; AJIT - 24

ME/n; OunupyOoun 7,7 MKMOJB/; KpeaTUHUH 54 MKMOJIB/J.
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T'opmonbl 24 mas: TTI- 3.7 mEn/m; ¢T4 — 19, 96 nmons/i; tutp A/TIIO - 28,0
(mopma 0-60); IITT 0,0 nr/mi; xoptuzon 0 mmons/m; AKTT 46,0 nr/mn (mocne
BBeaeHus Cony-kopTeda u 1auu kopreda).

O0mmii ananm3 kpoBu oT 26.05.21: DOp 3,95x1072/n; He 110,0 r/m; JI
10,8x10"9/m; dhopmyna:c 45,7%; n/bormutst 41,8%; MonomuTs! 10,2%; 303uHOGUIBI
1,8%; n03uHODUIIEI - 6%.

IKIT': Cunyconas taxukapaus ¢ YCC 101 ya/mun. HBITHIIT

JluarHo3: AyTOMMYHHBIM TMOJIM3HIOKPUHHBIA CHUHAPOM | THIA: THIONAPAaTUPEO3,
TUIIOKOPTHUIIM3M, BIIEPBBIC BBIABJICHHBIM, CyOKOMIIEHCalMs Tpu Bbinucke. He
WCKITFOYAETCS TEePBUYHBIA WMMYHOACPHUITUT. AJUICPTUUCCKAN PHUHOKOHBIOHKTHBHT.
AHrHonartus CeT4YaTKH.

Pe3y.]II>TaTl>I OﬁCJ’ICIlOBaHI/Iﬂ B JTHHAMHKE:

Jlara u  Ph BE Na + K+ Cat+ I'moko3a
BpeMs MMOJTB/JT
25.05. 7,47 3,5 129 3,7 0,83 6,4
07.20

26,05 7,43 1,7 129 4,8 0,97 5,2
07,36

27,05 7,4 -0,6 131 4.4 1,0 7,4
06.13

28,05 7,4 -0,2 129 5,7 0,99 53
06.13

31,05 7,41 -1,7 128 4,6 0,86 7,0
06.13

Ha noze a-kajgpiugoaa 1,25 Mkr/cyTku

01.068 741 -1,1 130 5,1 0,91 5,0
06.13

03.068 7,39 4,2 130 4,8 0,89 3,9
9.28

07.068 7,4 -1,0 129 4,9 0,98 5,4
06.13
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B aunamuke:

O0mmii ananu3 kpoBu ot 26.05.21: Dp 3,95x10*2/m; He 110,0 r/m; JI
10,8x1079/1; dopmyma:c 45,7%; n/gorutst 41,8%; monorutsl 10,2%; 303MHOPUIBI
1,8%; a03uHODMITEI - 6%.

OAK 7.06.21: Dp 4,82x10"12/m; HB-133,0 r/m; Jletikonuter - 7,2 x 1079/m;
dbopmyna: ¢ 27,5%; mumdorutsl 59,9%; Mmonorutel 10,6 %; r03uHOPuUIEI 0,7%.
OO6mmii anaau3 moum ot 7.06.21: yn. Bec 1010; b — wer; nelixomutsl 0-1 B 11/3p.
Buoxumusi kpoBu ot 7.06.21: obmwuii Oemok 83 r1/m; riroko3a - 4,56 MMOIB/T;
o6mmmii Ca 2,33mMmoub/11; hocdop - 3.29 mmoan/a (1.2-1.86), K - 4,36 mmoub/;

Na — 128 mmoub/i.

O6mee cocTtossHue Ha (POHE MPOBOJUMOM TEPANHH - C TOJOKUTEILHON JTUHAMHUKOM.
ManpumK cTajm aKTHBHBIM, TOSIBUJICS Xopommid anmeTuT. COoXpaHSeTCsS CHUMIITOM
XBOCTEKA C 2-X CTOPOH,

®duznueckoe pazputue: poct 140cm (SDS pocra = -1, 1 SD), Bec 40 kr, UMT = 20,4
Kr/M2.

[uroBuaHas xkene3a 0 crenenu, Koxa yucras. ['unepnurmeHTaius Koxu B 00J1actu
JIOKTeH W KoJieH. B NMérkux npixaHue BE3UKYJISIPHOE, PAaBHOMEPHO MPOBOAMTCS TIO
BCEM JIETOYHBIM TIOJISIM, XPHUIIOB HET. TOHBI cepAma SCHBIC, PUTM MPaBUILHBIN.
XKuBor wMarkuii, 0e3007€3HEHHBIN, JOCTyNneH riay0okoi mnampnanuu. Cryn
odopmiieHHBbIN, perynsapHbiid. Juypes aneksarnbiii. [Ipeny6eprar: P1 Ax 1 G 3,0.
KouncyabTanum cnenuajmcros:

Oxkyauct: V OD=0.7; V OS = 0.8 rna3Hoe IHO: BEHbI paCUTUPEHBI, COCY]IbI U3BUTHI,
aprepuu: BeHbl 1.5:3.0. 3akimoueHne: AIepru4ecKuil KOHbIOHKTUBUT? AHTHMONATUSA
ceT4yaTtku. PekoMeH10BaHa TUIaHOBAasi KOHCYJIBTAIMS aJuIeproJiora.

Hespo.ior. Jnarnos: [N'unokansuueMuyeckas TETaHUA. OtmeHeHna
MIPOTUBOCYAOPOKHAsI TEpaIus, PeKOMEHIOBAH KOHTpoJib OO uepe3 3 mecsua B
OJII u xkoHCyIBpTalKs HEBPOJIOTa.

Nmmynodor: AIIC 1 tuna. He uckitoyaeTcst nepBUYHBIA UMMYHOAEPUITHUT.
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PexomeHmanmu: HCKIIOYATH BCE WMMYHOMOIYJISITOPBI, TIPH Tepn — HHPEKIHH -
BajanukiIoBup no 1 tabnerke 2 paza B cyTku 10 nHel, mpu rpuOKOBOM MOPaKEHUH -
¢baykonazon 150 mMr 1 pa3 B CyTKM IIuTENbHO. SIBKa K HMMMYHOJOTY TOCIHE
MOJTYYEHHUSI PEe3yJIbTATOB MOJIEKYJISIPHO-TEHETUUYECKOTO aHAJIN3a.

Jluaro3: AyTOMMYHHBIM MOJIMAPHIOKPUHHBIN CHUHAPOM | TUMA: TUIOMApaTUPEO3,
TUIIOKOPTHUIIM3M, BIIEPBHIC BBIABICHHBIM, CyOKOMIIeHcanus mnpu Beimucke. He
MCKITFOYAETCS MIEPBUYHBIN IMMYHOIS(DUIIAT.

ConytcTByromiue 3a0oneBaHus: AJIEPrUUeCKUil PUHOKOHBIOHKTUBUT? AHTHONATUS
CETYaTKH.

Otnpasniena kpoBb B DHII Ha MomnekynsapHo-TeHeTnYeckoe oocaeaoanue (8.06.21).
Houy4yan Jeyenue:

Cron Ne5;

Kopted 20 mr/cytku (10mMr +5mr+5 mr) - 16Mr Ha S moBepxHOCTH Tena (M2);
Anbsdakanerumon 1,25 mxr/cyt (0,5 + 0,25 + 0,5), Kaneuuii JI3 Huxkomen 1000 mr
(500x2p/cyTKn).

PexomennoBaHo:

JlucriancepHoe HaAONIOJEHUE HHIOKPUHOJOra, sIBKAa uepe3 Mecsl 00JacTHOU
LEHTPEETCKON SHIOKPUHOJIOTUHA U MO MECTY JKUTEJIbCTBA y OKYJIMCTa, HEBPOJIOTa,
MMMYHOJIOTA.

[IpoaoymkuTh TEpanuro:

Kopted 20 mr/cytku (10 mr +5 Mr+5 mr);

Anbsdakansuumon 1,25 mkr/cyt (0.5+ 0.25+0.5),

Kanbruit /13 Hukomen 1000 mr (500 x2 p/cyTku) moctosiHHO !!!

KoHTposb yepe3 MecsIl: Kalblinii HOHU3UPOBAHHBIH (110 MECTY >KUTEIhCTBA)!!!
KonTpons cocrosinus, AJl, OKI', remmnos pocra.

[Ipu mosiBieHun xanod Ha c1abocTh, pBOTY, MOHMKEHHOE AJl - CpouHO 0OpaTUTHCS
32 MEIMIIMHCKOM TTOMOIIBI0, B JieueHUH - B/M Comy-kopTted (2 mMr Ha KT M.T.- 80 Mr X
3-4 paza B CyTKH). Y3HaTh pe3yJbTaT MOJEKYISIPHO-TEHETHYECKOTO0 00CIIeIOBAHMUS.

OdopmiieHre MTHBAIMTHOCTH TI0 MECTY JKUTEIIbCTBA
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IIpunoxenne 2

Pedepencunie 3nauenuss TTT B kpou, MME/n

(European Congress of Clinical Chemistry and Laboratory Medicine. Amsterdam,The Netherlands,

June, 2007)
JIOHOITIIEHHBIE HOBOPOXKICHHBIC 1,3-19,0
3 nas 1,1-17,0
10 Henenb 0,6 -10,0
12 — 14 mecsiieB 04-70
5 ner 0,4-6,0
14 ner 0,4-50
B3pocinbie 04-4,0
bepemeHnHbIe KEHITUHBI 04-25

Temmnbl pocta y Aerei

Bospacr I'onpoBasi npudaBka pocra
0 - 12 mecsr1ieB 25-30 cm
1-3rona 8—-10 cm
3 -7 ner 6—-8cm
7 -9 ner 5—Tcm
9-11ner 4—7cm
11 - 13 ner 5-6cMm
13 - 14 net Manibuuku: 7 cM, JeBouku: 4 cm
14 - 15 ner Manpuuku: 5 — 6 cm JleBouku: 2 — 3 cM
15-16 mer Manbuuku: 4 — 7 cM HeBouku: 0,8 — 1 cm
16 - 17 net Masnbuuku: 4 — 5 cm Hesouku: 0,3 — 0,6 cm
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HMHCcTpyKIHs MO0 YCTAHOBKE MporpaMmMsbl «Anthro»
[Tporpamma «Anthro» mpepHa3HaueHa JIs OMEHKH (PH3UYIECKOT0 Pa3BUTHS JIeTEH B
BO3pacte 2—>5 Jier.

[Iporpamma goctymnHa AJisg OECIIaTHOTO MOJIb30BaHMUS.

1. aiiaure Ha caliT BceMupHOit opranu3anuu 31paBooxpanenus: http://who.int/ru.

2. B ctpoke «ITouck» ykaxute « Anthroy.

3. enxuuTe neBoOil kinaBuiei MbIIIKU 1o cTpoke «BO3 | [Iporpammuoe cpeacTBo

BO3 «Anthroy.

4. HlenkHuUTE J€BOM KIaBUIIEH MBIIKHU 110 cTpoke «IIporpamma BO3 s

MEPCOHAIBHBIX KOMITBIOTEPOBY.

5. lllenkHuTe JI€BOM KJIaBUILIEH MBIIIKHU MO CTPOKE « COXPAHUTh KaK».

6. Coxpanute daitn « WHO_Anthro_setup» Ha koMIbIoTEepe U J00ABBTE K HEMY

pacmmpenue «.exe» (WHO_Anthro_setup.exe).

7. lllenkHuTE JIeBOM KJIABUIIIEH MBIIIKHU IO TaHHOMY (aility U janee cienyire

yKa3aHUSIM KOMITbIOTEpA.

[Iporpamma paccuuthiBaeT HeHTWwIM 1 SDS pocta, Maccel Tena U MHAEKCa MacChl

TeJa JUIsl JAHHOTO BO3pacTa U MOJIa.

JIJ1st OLIEHKW aHTPOMIOMETPUUYECKHX TIOKa3aTenel uconb3yiTe « Anthropometric

calculator», a st MonuTopunra nanuenta — «Individual Assessment.
Hucmpykuun no ycmanoske npozpammst «AnthroPlusy

[Mporpamma «AnthroPlus» npenHasHadeHa aj1s OLEHKU (PU3HMUECKOTO Pa3BUTHS JeTEeH

B Bo3pacTe 5—18 ner.

[Iporpamma goctynHa A O€CrIaTHOTO MOJIb30BAHMSL.

1. 3aiiaure Ha caiiT BceMupHOit opranu3anuu 37apaBooxpadenus: http://who.int/ru.

2. B ctpoke «ITouck» ykaxwurte «AnthroPlusy» (6e3 mpoberna).

3. lllenkauTe neBoit knaBuiei Mok o crpoke « WHO | Application tools)».

4. lllenxHUTE JIGBOM KJIaBHIIIEH MBIIIKH 10 cTpoke «AnthroPlus softwarey.

5. lllenkHKUTE JIEBOM KJIABUILIEH MBIIIKH MO CTPOKE «3aITyCTUTHY.

Caiit BO3: HOpMaTHBHBIE 3HAYEHUSI POCTa M Beca JIETeH B BHJIE TAOJIUIl U KPUBBIX:
s Bo3pacta 0 — 5 met (http://who.int/childgrowth/standards/ru) u ans Bo3pacra 5 —
19 net (http://who.int /growthref/who2007_ bmi_ for_ age /en).
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Ta6auma onpeaejieHHsi KOCTHOr0 BO3pacTa

(/Kykoeckuit M. A., Byxman A. H., 1983)

Touku 0KOCTEeHEHHS U CHHOCTO3bI Manbuuku JleBoukn
["omoBuaTas u KproukoBaTasi KOCTH 3—4 mec 2—3 Mec
JucranbHpli S1IM(U3 Ty4eBON KOCTH 10—12 mec 8—10 mec
Onudussl IPOKCUMATBHBIX (PaslaHT U 15—18 mec 10—12 mec
MISICTHBIX KOCTEH

Onudu3bl CpeTHUX U TUCTATBHBIX (pasiaHr 20—24 mec 12—15 mec
TpexrpanHas KOCTb 3—3,5rona 2—2,5rona
[TonmynyHHas KOCTh 3,54 rona 2,5—3 rona
MHoroyronbHas U J1aJb€BUIHAS KOCTH 5,5—6 ner 4—4.5 rona
JuctanbHbli S1IU(U3 TOKTEBOI KOCTH 7—7,5 Tona 6—6,5 roaa
[[In10BUAHBIN OTPOCTOK JIOKTEBOM KOCTH 9,5—10 ner 7,5—8 ner
['opoxoBuaHAsE KOCTh 11—12 net 8,5—9 ner
CecamoBuable KocTy B | mactHo- 13,5—14 ner 11—11,5 rona
(anaHroBoM cycTaBe

Cunocto3 B | macTHol KocTH 15,5—16 ner 12,5—13 ner
CHHOCTO3BI B IUCTAIBHBIX (PasaHrax 16—16,5 roga 13,5—14 ner
CHHOCTO3BI B CpeTHUX (panaHTax 16,5—17 ner 15,5—16 ner
CunocTo3b!l BO ||—V msCcTHBIX KOCTAX 16,5—17 ner 15,5—16 ner
CHHOCTO3 TUCTATBHOTO AMH(HU3a TOKTSBOM 17—18 net 15,5—16 ner
KOCTH

CHHOCTO3 IUCTAIBHOTO AN (U3a TydeBoit 18—19 nert 16,5—17,5
KOCTH roja
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OueHka moJI0BOro pa3BuTUA

Craaun mosioBoro passutuss no Marshal et Tanner, 1970 r.

CTaIlI/Il/I IMOJIOBOI'0 Pa3sBUTHUA Y I€BOYECK

Cpennuid
Craaun Ipusnaxku P
BO3pacT, JeT
PA3BUTHUE MOJIOYHBIX XEJIE3
C MostouHbI€ Kese3bl MPeryoepTaTHRIC; )KEeIe3UCTast
Taaus
1 TKaHb OTCYTCTBYET; IHAMETP apeoiibl <2 CM; apeOoJIbl
0JICTHO OKpaIleHBI.
[TosiBeHUE KENE3UCTON TKAaHU MOJIOYHBIX JKENe3;
Cranus
5 JKeJie3a HAUMHAET BBICTYNAaTh HaJl HOBEPXHOCTHIO 10,5-11,5
IPYIHOHN KIIETKH; YBEIMUEHUE TUAMETPa apeOoJIbl.
C Mos1ouHbIe KeJIe3bl U apeoJibl BRICTYIIAIOT B BUJIC
Taaus
3 KOHYca, 0€3 rpaHuIlbl MEKTy HUMU; TIOSIBIISIETCS 12,5-13
OKpaIlTiBaHUE apeoJIbl.
Cramust  Apeojia MHTEHCHUBHO OKpallleHa, BHICTYIAET B BUJIC 13-135
4 BTOPOT0 KOHYyCa HaJl TKAHBIO MOJIOYHOM JKEJIC3BbI. ’
Cramus  3penas Tpy/ib; BBICTYIIAE€T TOJIBKO COCOK; KOHTYP 14-15
5 MEXKTy TKaHbIO MOJIOUHOM JKeJIe3bl U apeOJION CTIIaXKEH.
PA3BUTHUE JIOBKOBOI'O OBOJIOCEHU S
Cramuss  OBOJIOCEHHME OTCYTCTBYET
1
Cramus PocCT penkux JIMHHBIX CJIeTKa MATMEHTUPOBAHHBIX 11-12
2 BOJIOC B OCHOBHOM BJIOJTb TIOJIOBEIX T'YO.
Cramus Poct mUrMeHTHpPOBaHHBIX JJIMHHBIX BOJIOC, 12125
3 pacrpocTpaHsIOTCsl Ha 00J1acTh JIOOKA. ’
OBonoceHne 3aHUMACT BCIO 001aCTh J100Ka, HO
Cranus .
4 OTCYTCTBYET Ha MPOMEXHOCTH U BHYTPEHHEMN 13-13,5
MOBEPXHOCTH Oeiep.
C Tun oBOJIOCEHUS B3POCIIBIN: TPEYTOJBHUK,
Taaus . .
5 oOpailleHHbIN BepinHoi BHU3. Hebobioe >14

KOJIMYECTBO BOJIOC Ha BHYTPEHHEN MOBEpXHOCTH Oenep.
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Cragum pa3sBUTHS HAPYKHBIX T€HUTAJINH U MOJ0BOT0 OBOJIOCEHHS Y

MAJIbYUKOB
V sudyexk mo  Cpennuii
Cragun Ipusnaku OPXHJIOMETPY BO3pacT,
Prader Jer
Cramus OBoOJOCEHHE OTCYTCTBYET; SMUKH, MOLIIOHKA
2-3 M
1 Y TIOJIOBOM 4JieH JomyOepTaTHbIC.
PocT pekux MurMeHTUPOBaHHBIX BOJIOC
Craaust BOKpYT OCHOBaHMS MOJIOBOTO YJICHA,
4,0 M 11,7+1,3
2 MOIIIOHKA YBEJTMYMBAETCS, CIEerKa
OKpallleHa.
Bosochl cTaHOBSITCS TEMHEE U TYIIIE,
pacrnoJiararoTcs Ha JJOHHOM COWJICHEHUU;
Cranus
HAUYUHAETCS POCT MOJIOBOTO YJIEHA B JJIUHY; 8 —10 ma 13,2+0,8
3
MOIIIOHKAa HAYUHAET MPUOOpETATh
CKJIaT4aTOCTh.
OBostoceHune JJOOKOBOM 00JIaCTH MOJIHOE, HO
OTCYTCTBYET OBOJIOCEHUE Oe/iep U HUKHEU
Cramus dYacTH KMBOTA; MTOJIOBOM YJIEH MPOJI0JKAET
12 M 14,7+1,1
4 pacTu B JUIMHY; YBEIUYUBACTCS TUAMETP
TOJIOBKH; HAPY KHBIC TCHUTATHH
MpUOOPETAIOT MTUTMEHTAITHIO.
B3pocibiii «poMOOBUAHBINY THIT
Cramus
OBOJIOCEHUSI; HAPYKHbBIE T€HUTAIUN Ot 15 M 15,5+0,7
3)

AOCTUTAI0OT MaKCUMAaJIbHBIX Pa3sMECpPOB.
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Hpmca%l U MOPHAJIKH OKaA3aHUA MeIMIIMHCKOM NMOMOIIHU JETAM C

3a00/1eBAaHUSAIM JHIOKPHHHOI cucTeMbl B CBepayIoBCKOM 00J1acTH

[Tpuka3z MunuctepctBa 3apaBooxpaneHust CepanoBckoii oomacta Ne94-m ot

7.02.2011r. «O6 opraHuzalMu MEIUIMHCKON MOMOIIM JETSIM M TOIPOCTKaM C

3a00J1€BaHUSIMU SHIOKPUHHOM CUCTEMbI Ha TeppuTopun CBEPAIOBCKON 00J1aCTH.

IHopsAIOK HEOTI0KHOM TOCIIUTAIM3ALMH 1eTeld U moAPOcTKOB ¢ JIKA B
OT/AeJICHUS JHAOKPHUHOJIOTHH WM PEAHUMALNHM U MHTEHCUBHOM Tepanumn
I'BY3 CO «ObaacTHas aerckas KIHHUYecKas 0oabHuIa Nely

1. letu no 18 ner, npoxkuBatomiue B T. EkatepunOypre u Gim3iexaninx ropoackux
okpyrax CepjiioBckoit obnactu (Apamumibckuii, AcOecToBckuii, bepe3oBckuii,
benosipckuii, Pena, Pegtunckuii, CricepTCKHUii), TOCIUTATU3UPYIOTCS OpHUragoi
CMII nenocpencreenno B npuemMHbIi nokord OJIKb Nel.

2. letm 5o 18 ner U3 JOpyrux HACENCHHbIX MYyHKTOB CBEpIOBCKON 001acTu
HaIpaBJISAI0TCA MOCHIE OKa3aHUsl MEPBUYHON MEAUIIMHCKON MOMOIIHU (JTMKBUIALIMS
JIKA) cnenuanu3upoBaHHBIM TPAHCIIOPTOM B CONPOBOXKIECHUU MEIUIIMHCKOTO
MEPCOHAJIA [0 COTJIACOBAHMIO C 3aBEAYIOIIMM 3HIOKPUHOJIOTHYECKUM OTACIICHUEM
I'bY3 CO «OAKB Nely (men. omoenenusn: 8 (343) 231-92-47 (460 unu menegon
2opayveit aunuu: 8 906 808 69 03).

3. etu no 18 ner, mpoxxuBaromniuie B CBepaIoBCKoi obmactu, Haxosammecss B OPUT
0 MECTYy JKHTEIIbCTBA C TsKEIbIM UHKYpaOenbHbiM [IKA, TpaHcmopTupyroTcs
Oopuragoit  PKIL] (peaHMManTOHHOTO  KOHCYJBTAaTHBHOTO  IIEHTpA), IO
cornacoBanuto ¢ 3asenyrommm OPUT I'bY3 CO «OUKbB Nely» (menegpon PKI]
I'BY3 CO «O/IKB Nely: 8 (343) 231 91 92; 240 59 82). Pemienne Bompoca o
nenecoodpasznoctu TpancnoptupoBku u3 JIITY obnactu B 'BY3 CO «OAKB Noly
MPUHUMAETCSL  KOJUIETHAJIbHO: JieyaimuM  Bpauom JIIIY  oOnactu, Bpadowm-
sugokpurogorom OJIKb Ne 1 u Bpadom Opuramet PKII, ocymectBustommm

TPAHCIIOPTUPOBKY.
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