[ MnonNuUTynTapmsm



[ MnonuTymnTapusm —

rpynna CMHAPOMOB 3HAOKPUHHOM
HEAOCTaTOYHOCTU, OOYCAOBAEHHbIX
MOAHBIM MAMU YACTUYHBIM BbIMAAEHMEM
YHKLUM nepeAHEN U 3aAHEN AOAEMN
runodusa.



KAaccnpumkaums rmnonntyutapmsma

N30AMpOBaHHBIN (HEAOCTAaTOYHOCTb NEPEAHEN AOAM

runodmsa c HapyLLEHUEM CEKPELMN TOABKO OAHOTO U3
ropmoHoB: CTI, AI' uan O©CT, AKTI, TTT)

YacTuuHbIM (NapumaAbHbIn)

ToTaAbHbIM (MAHTMNONUTYUTAPU3M — HapYyLUEHUE
CeKpeLMn BCceX TPOMHbIX FOPMOHOB rMnodusa)

Me>XXyTo4YHOo-runodusapHas HEAOCTAaTOYHOCTD
(MaHrMNoNUTYMTapmM3m + HEAOCTATOYHOCTb
Ba3OMpeCcCcUHa).



KAaccnpumkaums rmnonntyntapmsma

® [lepBuyHbIM (pa3spyweHue/yAaneHUE KAETOK
apeHornnodusa)

® BTopuyHbIM (HapyweHMe rMnoTaAsiMo-
runodusapHbiX B3aMMOOTHOLUEHUN U
ocAabAeHME peryAUpYIOLLErO BAUSHUS
rMnoTaAsiMyca Ha GYHKLMIO TMNopmsa).



KAaccmoukauma runonmtyutapmsma

® Bpo)xAeHHbIN

® [ IpnobpeTeHHbIN



DO oD @O OO

DTUOAOTUA BPOXAEHHOIO NTMMNOonnMTyntTapm3ama

|. HacaeacTBeHHBIN AebuumT P

|. usoampoBaHHas HeaocTaTo4HocTb [P:
Aegekt rena P (GH 1)

Tun | A (ayrocoMHo-peLieccMBHHbIH)
Tun | B (ayrocomHo-peLieccBHHbIH)
Tun Il (ayTocoMHO-AOMMUHAHTHBIN)

Tun Il (cuenaeHHbIVI ¢ X-XpomMocomoii)
AegpekTt reHa perientopa [P-PI

Apyrne ¢popmsbi (AedexTol reHa 'P-PT)
2. MHO)XeCTBEHHasi HEAOCTaTOYHOCTb FOPMOHOB aAEHOMUMOAPU3a:
AegekT reHa Pit-1

AegekT reHa Prop-1

Apyrne ¢opmbi



= ||. BpoxxgeHHble nopoku passutunsa LIHC

0 CnHapom «nycToro» Typeukoro cearna

0 Oucnnasunsa runoduaa

[0 ApaxHounganbHas Kucta

[ BpoxxgeHHaa rugpouedpanus

0 CenToonTtuyeckasa gucnnasusa (cmHgpom e Mopcbee)

= |Il. CoveTaHme ¢ ap. HacneacTBEHHbIMU 3aboneBaHUAMN

(naHumToneHna daHkoHW, cnHapom Purepa v gp.), npeHatasnbHbIMU
NHJOeKUNSaMU (KpacHyxa).

= |V. [Nepudpepunyeckaa HevyBCTBUTENBLHOCTL K [P
0 npedpekt reHa NPPD-1
[KapnnkoBoCTb NMrmees

[Bbrnonornyeckn HeakTBHbIN [P (cuHgpom KoBapckoro)



DTHUOAOTUSA NPUOBPETEHHOIO FTMNONUTYUTApM3Ma

OnyxoAu XMa3MaAbHO-CEAASIPHOM 0BAACTU MAM
reMopparm4eckum HekKpos runodmsa

O6AyyeHune (Teaeramma un P-tepanus)
Henpoxunpypruyeckme BMeLLaTEAbCTBA
AnvMmpoumnTapHbit rMNOoPUsnT

CHHAPOM «nepBUYHOrO/MycTOro» TYPELLKOro CeAAd
Tpomb03 KaBepHO3HOro CUHYCa

[eHeTHuecKkue

[1poune (MHPEKUMOHHBIE U MHPUABTPATUBHbDIE
3a00AEBaHUA U T. A.).



YacTtoTa runonutynTapmsama npm pasAMYHbIX
HEMPO3HAOKPMHHbIX 3a60AEBaHUAX

KpaHnodapuHrunoma 95%

AAeHOMbI runodumsa:
[1poAaakTHMHOMA 95%
ComaTtoTponumHoma 32-87%
HeakTuBHaa apeHoma runoomsa 40-45%

CuHApOM «nycToro» Typeukoro ceaaa 20-44%

NHapkTbl runodusa 58-76%

OO6Ay4yeHMe NO NOBOAY OMYXOAEM FOAOBbI U LLEU AO
70%



SN XN XXX o

N X

BTOPUYHbBLIL TMMOKOPTULINZM

CUMITOMATUKA:
OpTocTaTnyeckas runoToHus
AucnenTtuyeckmne pacctpomcTea
OTcyTcTBME anneTuTa
AbAOMMHaAbHBIE 6OAM

(Mnoramkemus

OCOBEHHOCTUN CUMITTOMATUKMUA:

HeTt rmnepriurMmeHTaumMn

Yacto HopmaabHoe AA



[ OPMOHaAbHbIE NOKa3aTeAU

® | KopTn3oAa B yTpeHHMe Yacbl < 250 HMOAB/A

® | cBOOBOAHOIO KOPTU30AA B CYTOYHOM MoYe <
|00 HMOADB/A

® | BbIOpOCa KOPTM30A2 B XOAE CTUMYASLLMOHHbBIX
TeCcToB



AN

NabopaTopHble TeCThbl

TecT ¢ MUHCYAMHOBOW rMMOrAMKEMUEN

[MTokazaHusa: BTOPM‘-IHbIlji MMNOKOPTULUN3M U HEAOCTATOHYHOCTDb

CTr

[lpoTUBOMOKa3aHUA: TAXKEAAA CEPAEYHO-COCYAUCTAS
MNaTOAOIUS

YcAoBMS NPOBEAEHMS: CTaLMOHAPHbIE YCAOBUS, P-P FAIOKO3bl

O>KMaaeMbIn pe3yAbTaT: AOCTUXKEHME TAUKEMUU MeHee 2,2
MMOAb/A NMpU BBBEAEHMU UHCYAUHA KOPOTKOFO AEUCTBUS B
aose 0,1-0,15 Ea/kr. B Hopme cTUMYAUMPOBaHHbIN YPOBEHbD

KopTu3oAaa npesbiwaeT 500-550 MMoAb/A



N X

NabopaTopHble TeCThbl

MeTupanoHoBbi¥ (METONMUPOHOBDbIX) TECT :
MeTupanoH B Ao3e 30 Mr/Kr maccbl TeAa B MOAHOUYb.

OnpeaeaeHune ypoBHs | |-pAe30KkcMKopTU30OHa,
kKopTusoAa u AKTI B 08.00 caeayiowmm ytpom

B HopMme ypoBeHb | | -Ae€30KCMKOpTM30OHa NoBbIWAETCS
A0 200 HMOAbL/A U Bbiwe, a ypoBeHb AKTI noBbiwaeTtcs
A0 150 nr/mA u Bbiwe. MHTepnpeTaums pesyAbTaToB
NPOU3BOAUTCS MPU CHUXKEHUM YPOBHS KOPTU30AQ HUXKE
|40 HMOAD/A.



NabopaTopHble TeCThbl

® Huskopo3mpoBaHHbin TecT ¢ |-24-AKTT:

v OnpeaeAeHMe ypOBHSI KOPTU30AA MAa3Mbl Yepes
30 muHyYT nocae BeeaeHus | mkr |1-24-AKTT

v B Hopme cTUMYAMpOBaHHbIM ypOBEHb
KopTusoaa npesbiwaeT 500-550 MmMoAb/A.



A\e4yeHue

[MNoKopTULM3M HEOBXOAMMO HAaYMHATHL A€YUTb B MEPBYIO
oyepeAb

KoHTpoAeM 3 PeKTUBHOCTU AeHEHUA ABASIETCA OTCYTCTBUE
KAMHUYECKUX CUMMATOMOB MMNOKopTULM3Ma M n3bbiTka [KC

PacnpeaeaeHne po3bl TKC:2/3 (1-as noroBuHa aAHs) 1 |/3 (2-an
noaoBuHa aAHs 16.00-17.00.)

MKC o0b6bI4HO He TpebytoTcs

B cTpeccopHbix cuTyaumsax HeobXoAMMO yBeAUYEeHUE AO3bl



/A\eyeHue

MPEMNAPAT 'KC-AKTMBHOCTb MKC-
AKTUBHOCTb

rMAaPOKOPTU30H 1 1

KOPTU3OH 0,8 0,6
NPEOHN3OIOH 4 0,6
METWITMPEOHN3OJIOH 3} 0,5
NJEKCAMETASOH 30 0

AJlbAOCTEPOH 0,3 750




/A\eyeHue

MPOLOMKM TENLHOCT MPEMAPAT 3KBUBANEHTHOCTb
NO3bl (M)
KOPOTKASI | TMPOKOPTWN30OH 20
KOPTWN30OH 25
NPEAHW3ONOH 5
METWUINPEOHW3OMNOH 4
CPEJHES] TPUAMLIHOMOH 4
ONMUTENBHAS | JEKCAMETA3OH 0,75




<

A\e4yeHue

AekcameTa3oH 6AokupyeT pyHkuuio AKTT, uto naoxo npum
rMNoKopTULM3IMeE

Cxema AeueHuUun:

Aerkum runokopTMLUmU3M: B BOAbLLUMHCTBE CAyYaeB HEOOXOAMMOCTH
B MOCTOSIHHOM 3aMeCTUTEAbHOM Tepanuu HeT, TOAbKO B
CTPECCOPHbIX CUTYaLMUSIX, HAMPUMEP —TMPU OCTPbIX MHPEKLLUOHHbIX
3aboAeBaHMAX, MPU MaAbIX U BOABLLMX OMepaTUBHbIX
BMELLATEAbCTBAX U T. A.

CpeaHe/TsyKeAbIM TMMNOKOPTULU3M: TABAETUPOBaHHbIM
ruapokopTusoH (KOPTE®) B po3e 15-30 mr

OueHb peako Ha $oHe BbIpayKEHHOM TMMNOTOHUU U TEHAEHLMM K
runepkaaMemuu (NpusHakun aeduLnTa aAbAOCTEPOHA) TpebyeTcs
HasHaYeHWe HeBOAbLLIOM AO3bl PAIOAKOPTU3OHA.



AN N U N N N N R R\

BTOPUYHBIL TMIMOTUPEOS

CUMTOMATUKA (BbiparkeHa B MeHbLUEN CTEMEHU, YEM
NnpyM NEPBUYHOM rMNOTUpeose):

COHAMBOCTb, BAAOCTb

CHukeHne pMU3nMYEeCKON U YMCTBEHHOM aKTUBHOCTHU
CyxocTb U BAEAHOCTb KOXXHbIX MOKPOBOB
OTcyTcTBME NOTOOTAEAEHUS

BbinaaeHue BoAoc

Bpaankapaus, runotoHus

3anopbl U aTOHMSA KULLEYHUKA

OTeKku AMLa 1 BeK

PasapakuteAbHOCTb

[pubaska Beca



OcobeHHOCTU CUMNTOMATUKU

® PeaAKO 3apepKKa NCMXUYECKOTO pasBUTUSA
® OxxunpeHune ymepeHHoe , AMBO OTCYyTCTBYET
® AepmaTtonaTus BblpaXkeHa He pe3Ko

® He xapakTtepHa B |2-peduumtHas aHemus

® He xapakTepHa HEAOCTAaTOYHOCTb
KpOBOOOpaLLeHUs

® He xapakTepeH runoTUPEOUAHbBIM MOAUCEPO3UT



[ OPMOHaAbHbIE NOKa3aTeAU

® CB. T4 HU3KUM

e I'TI 0,5-5,0 MME/en



A\e4yeHue

® HauyuHaloT c AeyeHUs NMMNOKOpPpTULIU3MA

® [locTeneHHoe yBeAMYeHUE AO3bI
3aMeCTUTEAbHOU Tepanuu

® KoHTpoAeM 3PpPeKTUBHOCTU MPOBOAUMOrO
A€YEHUS SIBASETCS HOpMaAM3aLms
BUOXMMMYECKMX NMOKa3aTeAel 1 YPOBHS CB. T4.

® CpeaHss poo3a L-tupokeumna |,0-1,5 mMKr/kr B
CYTKM



BTOPUYHbIN TMMOrOHAAN3M

CUMIMOMATUNKA:

CHuxKeHne AMbunao

YMeHbLeHne/ucHesHoBeHMe BTOPUHHOIO OBOAOCEHMUS
Becnaoaune

OcTeoneHus

Ancamnmnaemms

Y >KeHLMH: aMeHopes, YPOreHUTaAbHble paCCTPOMCTBA, CHUXKEHUE
NaMATU U BbICTPasi YTOMASIEMOCTb

Y MY>KUMH: YpeXKeHne U ocAaabaeHMe aAeKBaTHBIX U CMOHTaHHbIX
3PEKLMM, MPOAOHTMPOBAHHbIN MOAOBOM aKT, OCAABAEHUE UAU
OTCYTCTBUE Opra3ma, oTCyTCTBME CEMAU3BEPXKEHUSA, UCTOHYEHUE
BOAOC Ha rOAOBE, aTOHMYHAA, YMEPEHHOMW NMUIMEHTaLNU U
CKAQAYATOCTM MOLLOHKA.



NabopaTopHble U KAMHUYECKME MOKa3aTEeAM
® Aucamnmnaemms
® OcTteneHuns/octeonopos
® [ MnonaAasmna maTku

® [MnonaAasuga am4yek



[ OpMOHaAbHblE MOKa3aTeAn

® Huzkum ypoBeHb
3CTPaAMOAA/ TECTOCTEPOHA

® Hu3KMM nAM HopmaabHbIM YpoBeHb Al 1
OCl



AeveHue (XKEHLLUMHDI)

g ® llepumeHonaysa:

v 2- 1 3-x PasHble 3CTPOreHHOo-recTareHHble
npenaparbl

v/ OAHO®A3Hble 3CTPOreHHO-recTareHHble
npenaparbl



AeveHune (KEHLMHbI)

e TPAHAEPMAADHDIE
DCTPOINrEHCOAEPXALUUE NPEIMNAPATDI

® MUKPOAO3NPOBAHHDIE NPEMNAPATDI



® \

S X X

/A\eveHue (PKeHLLUHbI)

KAMHUYECKUE NAPAMETPbDbI:

MACCA TEAA

AABOPATOPHO-MHCTYMEHTAADbHDIE
NMAPAMETPDbI:

BUOXMMUYECKME (AVIMNABI KPOBU, MEYEHOYHbIE
MPOBbI)

COAEPXAHUE MNMPOAAKTUHA, SCTPAANOAA,
TECTOCTEPOHA

Y31 OPTAHOB MAAOTO TA3A C TPAHCBATMHAABHbBLIM
AATHNKOM

MA3OK 13 WW/M HA OHKOUUNTOAOTUIO
AEXA
MAMMOIPA®UA



IA,AMTeAbHOCTb A€YHEHUNA KEHLWHNH MOAOBbIMU
cTeponaAamum

® Ao 45 AeT acTporeHbl B 60AbLUMX AO03aX

® Ao 65 AeT aCTpoOreHbl B MaAbiX AO3aX



[

[

[

A\edeHune (My>KYnHbl)

NMEPOPAADbHDIE NMPEIMNMAPATDI:

TecTocTepoHa YHAEKaHOAT

NAPAHTEPAADBHDIE NMPEMNAPATDI:
Cwmecb 3¢umpoB TecTocTEpOHa
TecTocTepoHa YHAEKaHOAT

TPAHCAEPMAADbHDBIE NMPEMNMAPATDI:

TpaHCAEpPMaAbHbIN TECTOCTEPOH B BUAE FeAs



N X
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A\edeHune (My>KYnHbl)

KAMHUYECKUE NAPAMETPDI:
OTCYTCTBME TMHEKOMACTUHA

PA3MEP MEYEHU, MPEACTATEAbHOW XEAE3bI,
ANYEK

AABOPATOPHDIE MNAPAMEHTDI:
TECTOCTEPOH, NCA

AN ADBbI KPOBUA

MEYEHO4YHbLIE MNMPOBbI



IA,AMTeAbHOCTb AECHEHNA MYIXKYANH
NMOAOBbIMU CTEPOUNAAMU

® [lo noTpebHOCTSM U COCTOSIHUIO
OopraHu3Mma



CIT-HEAOCTATOYHHOCTb

® B HOPME CPEAHECYTOYHAA CEKPELNA
CTrI

e VYV XEHWWMH 0,6 ME/CYT

® Y MY>XHNH 0,2 ME/CYT



N o

SN X XXX

CIT-HEAOCTATOYHHOCTb

CMMIMTOMATUKA:

N3IMEHEHWE TNPOTOPLIMUOHAABHOCTU TEAOCAO>XEHUNA
3A CHET OTAOXXEHUNA XKUPA HA XUBOTE

YMEHbLUEHWE TOLWEWN MACChbI TEAA

CHUXEHWME MMHEPAABHOWM MAOTHOCTM KOCTHU
HAPYLLEHWME COKPATUTEABHOW ®YHKLIMM CEPALLIA
YBEAMNEHUE YPOBHA XOAECTEPUHA

YMEHbLIEHWME MbILLEYHOWM CUAbI M BBIHOCAMBOCTU
YTOHYEHME U CYXOCTb KOXXHbIX NOKPOBOB
YMEHbLUEHME MOTOOTAEAEHUNA

HAPYLWEHNME CHA

NMCUXOAOTI'MHECKUME HAPYLLUEHAA.



T X S

NabopaTopHble TeCThbl

TecT ¢ MHCYAMHOBOM rMNorAMkeMmen («30A0TOM
CTaHAQPT®):

[TokazaHMA: BTOPUYHDBIM TMMOKOPTULIU3M U
HeAocTaTouvHocTb CTT

[TpoTnBONOKa3aHMS: TAXKEAAN CEPAEYHO-COCYAUCTAS
NnaToAOrus

YcAOBMS MPOBEAEHUSA: CTALLUOHAPHbIE YCAOBUS, P-p
FAIOKO3bI

O>’KnaaeMmblit pe3yAbTaT: AOCTUXKEHME TAUKEMUU MEHee
2,2 MMOAb/A NpU BBBEAEHMUN MHCYAUMHA KOPOTKOTO
aencteusa B poo3e 0,1-0,15 Ea/kr. uk yposHa CTT
MeHee 3 MI/A B OTBET Ha MHCYAUH-UHAYLIMPOBaHHYIO
rMNOrAMKEMMUIO BbISIBASIET BbiparkeHHYyto CTT -
HEAOCTaTOYHOCTb



NabopaTopHble TeCThbl

® OnpeaeaerHune PO | (MmeeT BcnoMoraTeAbHyIO poAb),
HU3Kun yposeHb PO | npeanoaaraer, a HopMaAbHbIN
ypoBeHb MDOP| He nckarovaet Haanume CTT -
HEAOCTAaTOYHOCTH

® [lpu U3oAMpoBaHHOM rMNoNUTyYnTapMaMe HeobxoAMMO
npoBeAeHUE ABYX CTUMYASILLUOHHBIX TECTOB

® [lpu Apyrnx Buaax runonuTynTapmsama AOCTaTOYHO
NnpoBeAeHUEe OAHOIO CTUMYASILUOHHOIO TecTa
(NpeANoYTUTEAbHEE K30AOTOM CTAHAAPTY).



NabopaTopHble TeCThbl

® TecT ¢ KAOHUAUHOM (CTUMYAUPYET
cekpeumio CTI yepes a2-
aApeHopeLenTopbl):

v 0,15 mr/m2 per os
v 3abop kposu uepes 0, 30, 60, 90, 120, 150

MUHYT

v [uk CTT 60-90 munuyT (N)



NabopaTopHble TeCThbl

® TecT C aprMHMHOM (CTUMYAMpPYET
cekpeumio CTI nytem nHrmnbmposaHus
COMaTOCTAaTUHA):

v 30 r 5% p-pa B TedyeHune 30 muHyT B/B, C
NMOMOLLbIO MOMIMb

v 3abop kposu yepes -30, 0, 30, 60, 90, 120

MUHYT

v [uk CTT 60 munHyT (N)



NabopaTopHble TeCThbl

® TecT ¢ AMokcnpeHnaarnaHmHom-L-DOPA
(ctumyanpyet cekpeuuto CTI yepes
AOPaAMUHEPIrUYECKYIO MHHEPBALUIO):

v 500 mr L-DOPA per os

v 3abop kposu yepes 30, 60, 90, 120, 150,
180 MuHyT

v [uk CTT 90 munyT (N)



NabopaTopHble TeCThbl

® TecCT C rAIOKaroHoM (CTUMYAMpYET
cekpeuuto CTT 3a cueT 6GAOKMpOBaHUA [3-
peLLenTopbl):

v | mr B/m (npn macce Teaa 6oaee 90 kr-1,5
Mr)

v 3abop kpoewu uepes 0, 60, 90, 120, 150,
180, 240 MuHyT

v [uk CTT 2-3 vaca (N)



A\e4yeHue

® ['eHOTpONUH, XyMaTpoOn, HOPAUTPONMUH,
caM3eH, buocoma

® HayvaabHasa aAo3a 0,3-1,2 ME/aAeHb

® YBeAanyeHue Ao03bl exxemecsayHo 0,4-0,5
ME/aAeHb

® CpeaHss exxepHeBHas pAo3a |,6 ME/aeHb
(0,8-2,4 ME/aeHb)



Cnacubo 3a
BHUMGHUE




