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AHATOMHUS HAAMNOYECUYHUKOB

= Haano4ye4yHuKm -
napHas xerne3sa
BHYTPEeHHeN
ceKkpeuum,
pacnorioXXeHHasa B
3a0pHOLWNHHOM
NpocTpaHCTBe HaA
BEePXHUM MOSIKOCOM
NOYKKU, NMerLLasn
Maccy ~5-7rum
pa3mepbl 40x20x5 Mm.

= [lpaBbin < neBoro




Crpoenue HaANMOYEYHHUKA

1 — cobCcTBEHHO
COedNHUTESNbHOTKaH
Has Kancyna

2 — KOpPKOBOE
BeLecTBo (80%)

3 - MO3roBoe
BewecTtBo (20%)




Kiry0oukoBasi 30Ha KOPKOBOIO

Bemecrsa (15%)
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IlyykoBasi 30HAa KOPKOBOI'O

BelecTBa (75%)

= CHMHTE3npyoTcH

[MIOKOKOPTUKOMAObI
(Mpn yyacTtum
rmnoTtanamo-
rmnodon3aHoun
CUCTEMbI) —

KOHEYHbIVN NPOaYKT
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Ceryarasi 30Ha KOPKOBOI'0 BelleCTBA

AL = cUHTEsMpyloTCS aHapOreHb!
Wl (nervoposnMaHapoCTepoH,
4-aHOPOCTEHONOH,
TECTOCTEPOH), a Takxke

HeOomnbLLOe KOMNM4YecTBO
SCTPOreHoB, NporecTtepoHa



Mo3rosoe BemecTrBo

= BHYTPEHHAS YacCTb
HagNnoOYeYHuKa,
cocTosLaa n3
XpomMaddDUHHOW
TKaHW - obLias
Macca CocTaBngaeT
okormo 1r

= B Hen obpa3sytoTcs
KaTeEXONaMUHbI

(agpeHanuH
(agpeHanuH ,
HopaapeHanuH ),




brocuHTE3 TOPMOHOB KOPLI
HAAMOYECYHUKOB

xonecrtepuH (C.,)

|

nperHeHonoH (C.,)

i
e S

FMOPMOHBLI KOPbLI My>KCKMe nornosbie
Hanno4dYevHdmkos (C.,) ropmomHs! (C.)
(rMroKoKopTUMKOMALI, (anaporeHst)
MMHEPaANoOKOPpTUMKOMALI)

v
XMEeHCKMe nonoBble
ropmonrses (C..)
(acTporeHnt)




I nmorajsamo=runopu3apHo=

HAIINMOYCUYHHUKOBAA 0Ch

= CMHTE3 N Cekpeuuns
KOPTUKONnMbepmHa
AKTI n kopTnsona
NnmveeT
LMpKaanaHHbIN
PUTM




I'MINEPAJIBJOCTEPOHU3M

= 3TO CUHAPOM, OOYCNOBMEHHbIN
rmrnepcekpeunen rnaBHoro
HaAno4Ye4YHMKOBOIO
MUHepariokopTMKkonaa — anbAocTepoHa



ATbAOCTEPOH

= OCHOBHOW N CaMbI aKTUBHbLIN
MWUHEPaNOKOPTUKOUOHbLIN TOPMOH, CEKPETUPYEMBIN
KIy©604YKOBOM 30HOW KOPbl HAAMNOYEYHUKOB

OYyHKUMUMU:

noBbILLAET peabcopbumio HAaTPUSA B NOYEYHbIX
KaHarbLax

YBENUYMBAET IKCKPEKLINIO Kanus
YBENUYMBAET CEKPELIMIO NPOTOHOB Bogopoaa

OKa3blBaeT UHIMOUTOPHbIN 3P EKT Ha
IOKCTarnoMepyndapHbiM annapart no4vek, Tem
caMbIiM CHUXXaa ceKkpeLnto peHnHa



Kiaaccupukanus

rUIepPaJabI0CTEPOHU3MA

= MEPBUYHbIN ANNbOOCTEPOHU3M -
KIMMHUYECKNN CUHOPOM, pa3BMBatoLLIUNCA
BCrieacTBne n3dbITOYHOW NPOAYKLMN
anbgocTepoHa Kopon Hagno4Ye4YHUKOB U
npoaBnatoLwmmnca Hu3kopeHnHoson Al B
COYETaHUN C r’MnoKkanmemMmnen



Kiaaccupukanus

rUIepPaJIbI0CTEPOHU3MA

= BTOPUYHbIN TMNEPANIBOOCTEPOHU3M —
NoBbILLEHHAsA NPOAYKLUS anbaocTepoHa KOpow
HaAMno4Ye4YHMKOB, Bbl3biBaemMasi CTUMynamu,
NCXOASALLMMMN HE U3 HAAMNOYEYHUKOB (MMUTUPYET
nepBuUYHY0 popmy OonesHn)

= MNCEBOOIMUMNEPAJIbOOCTEPOHU3M - rpynna
3aborneBaHumn, xapaktepusytowmxca Al ¢
rMNoKanMeMmn4yecknm ankano3om U HU3KOWU, He
CTUMYNNPYEMOWN aKTUBHOCTbLIO PEHNHA NNa3smbl,
CXOAHbIX C KITAaCCUYECKUM rmnepanbgoCcTEPOHN3MOM,
HO XapaKTEPU3YHLLUXCA HU3KUMU KOHLEHTPaUUaMu
anbaocTepoHa B nfia3me KpoBu



DQOIUNAEMUOINOI' A A:

= PacnpocTpaHeHHOCTb rurneparnbaoCTEPOHMN3MA
coctaBndaeT Ao 25% cpegmn 6ornbHbIX ¢ Al

= [lepBUYHbLIN r<MNEpanbgoOCTEPOHNU3M ODbIYHO
BCTpeyvaeTcs B Bo3pacTte 30-40 nert, y XXeHLWWH
yalle, YeEM Y MYXXYUMH, COOTHOLLEHME 3 : 1.

= [1lna ogHon n3 doopm nepBuYHOro
rmnepanbOoCTeEPOHN3MA —
[MIOKOKOPTMKOMAO3aBUCUMOIO
rmnepanbOoCTePOHM3MA XapaKTepHO Ha4yano B
NoAPOCTKOBOU MU KOHOLLIECKOM BO3pacTe



IlepBUYHBIN AJIBA0CTCPOHU3ME

= OAMHOYHas anbOoCTEPOHNpoAyUMpytoLas ageHoma
HagnodeyHuka (anbpgocTtepoma, cuHapom KoHHa) 65%
cry4yaes

= yamonaTUYecKnn runepanbaoCTeEPOHU3M, OOYCITOBEHHbIN
ABYCTOPOHHEeN Anddy3HON MeSiKoy3enKOBOWU
runepnna3suven Kopbl HagnodeyHukos, 30-40%

=  OAHOCTOPOHHAA HaAarnovYe4YHMKoBadA ruriepriyia3mad

= JIIOKOKOPTUKOMA3aBUCUMbIW TMNepanbgoCTEPOHNU3M —
pegkoe ceMenHoe 3aboreBaHne, 00yCcroBneHHoEe
nedoektom reHa 18-rmgpokcunassl, 1-3%

= anbAOoCTepoHnpoayunpyrowas kapumnHoma, 0,7-1,2%

= TP SKTOMNHYECKUX ONyXOoJidAX — ANHYHNKHU, LLULNTOBUOHAA
Xeje3a, KNWeYHMK



BTOpHYHBIA T'HIIEPATIBLA0CTEPOHUIM

ctumynaumna PAAC:

OpraHNYeCcKnn BTOPUYHbLIU runepanbaoCTEPOHN3M,
coyeTarowmmcs ¢ Al CTeHO3 NOYEYUHbIX apTepUH,

PEHMHNpOoAYLMPYOLLAA OnyXosib MOYKN — PEHUHOMA,;

doyHKUMOHaNbHbIN BTOPUYHBIW rMnepanbaocTepoHmn3m 6e3 Al

rMnoHaTpemMusd, rmnoBoSiEMUS

OTHOCUTENbHbIN BTOPUYHbIW rMneparnbaoCTePOHN3M,
pa3BUBaKOLLMINCA B pe3ynbTaTe HapyLeHusa metabonmama
anbAoCTepoHa: novyeyHasa, cepgevyHaa HegoCTaTOYHOCT,
LMppO3 nevyeHn, HedpoTU4eCKUn CUHOPOM



NMATOINEHE3

ceKkpeLunu
anbpocTe
pOHa

PopmUupoBaHue
CTOUKOro noBblLLEeHUs
AJll, ocobeHHOo
AnacTorimyeckoro



KIMHNYECKASA KAPTUHA

= CuHppom Al — npaktnyeckn y 100% OonbHbIX
(mocTosiHHO noBbileHHoe ALl, ocobeHHO
OnacTonnyeckoun, Unn Kpusosbin xapakTtep Al.
BbipaxkeHHaa runeptpodpua JIXK c
COOTBETCTBYOLMMU N3mMeHeHnsamMmmn Ha IKI). Y
50% OosnbHbIX Habno4aT NnopaXxeHne CoCcyaooB

rnasHoro gHa, y 20% - HapyLwieHne dyHKUMN
3pEeHuns

* MHTeHCUBHbIe rofmoBHbIEe OONK KaK Npw
noBbilleHnn ALl, Tak U B pesynerarte
rmnepruaparaumm ronoBHOro Mo3ra



KIMHNUYECKAS KAPTHUHA

e Cneundunyeckan
anbAoCTepoOHNHAYLUMNPOBaHHaA
runeptpoduna mMmmokapaa, a Takke
pemMoaenMpoBaHne cocyaoB, OOyCrnoBSiEHbI
anbOOCTEPOHCTUMYNUPYIOLLIUM YCUNEHUNEM
KonnareHoobpasoBaHnAa — prbpoa
cepaedHon mbiwiubl (OXO-KT- ITDK, 44
JTX)



KIMHNYECKAS KAPTHUHA

'Mnokanuemus (38-75%) — cMHAPOM HapyLUeHUS
HEeMPOMbILLEYHOU NPOBOANMOCTN U BO3OYAUMOCTHU
— OT MbILLEYHOM crnabocTu, napecTesnmn, cyaopor oo
napes3oB, ncesgonapanmMTUyecknx coctosaHun. lNpouecc
MOXET ObITb pacnpoCcTpaHEHHbIM UMM OXBaTbIBaTb
onpeaerieHHbIe rpynrbl MblLL, Yalle HUKHUX
KoHe4yHocTen. Camoe TSKeEroe rnposiBneHmne —
paboomunonuna. INpu rmoKoOKOPTUKONA3aBUCUMOM
rmneparbaoCTeEPOHNU3ME, HaNpPoOTMB OTMEYatoT
HOPMOKanMemMuto

'Mnokanuemunyeckmm metadbonmnyeckmm ankano3s



KIMHNYECKAS KAPTHUHA

* Mo4ye4yHbIn cuHapom (28-70%) —
0OyCNOBMEH N3MEHEHNEM (DYHKLUN
NOYeYHbIX KaHanbLEB B YCNOBUAX
rMnokKanneMmnmn: U3ornmnocTeHypus,

NOoJINYPUNA, HUKTYPUA, HyBCTBO XKaXXbl U

nonuauncuga. Y 50% - npotenHypus, B
15%- XI'1H.



KIMHNYECKAS KAPTHUHA

= [lcuxoamMmounoHarnbHbIe HapyLleHUA
(acTeHu4YecKmnu, TpeBOXHO-AENPeCCUHbIN U
NNOXOHAPUYEeCKN-CUMHEeCTOoNnaTu4eckum
CUHAOPOMbI) — B OCHOBE — NIEXUT BOOHO-
SNIEKTPONUTHBLIN AncbdanaHc

= HapyweHuna TonepaHTHOCTU K ITOKO3e Y
50% 60sbHbIX (BCNeaCcTBME HAPYLLUEHUS
cekpeummn nHcynuHa beta-knetkamm MK B
YCITOBUSIX TMNOKarnemMmn)



KIMHNYECKAS KAPTHUHA

OpTocTaTtuyeckasa rurnnotoHma u opagukapausa

He ObiBaeT 0TeEKOB (PEHOMEH «YCKOSb3aHUAY:
3afepkKka HaTpud, Boabl BHYTPUKNETOYHO — HET B
NHTEPCTULMN — noBblieHne MO, nosbilleHne Al
— pa3BMBAETCH NMMNePTEH3UOHHbLIN Anypes

YKasaHHble Npu3HaKu He Bcerga NpucyTCTBYOT
oJHOBpPEeMEHHO, Hepeako HabntogaeTcs
MarnocuMMNTOMHOE UNK Aaxe 0ecCUMNTOMHOE
TeYyeHune



BAPUAHTDBI TEUEHUA T1T'Ax

= [locTOAHHaA rMNepPTeH3nA C KpusamMmum B
COYEeTaHUN C HEPBHO-MbILLEYHLIMU
HapyLleHNaMn, napecTtesnamMmu, cygoporamm

= Ctonkan Al 6e3 Kpn3oB

= TpaH3UTOPHAA r<MNepTeH3us, Henpo-
MbILLEYHbIE NPOSBIIEHUS



YINTYBJEHHOE OBCJIIEAOBAHUE J1JIsA

BbISABJIEHUA TITA
ITOKA3AHO

rmnoKasinemMmmd, B TOM HACTIE
crnpoBounpoBaHHadA aAnNypeTtmkamMmm

HGI7IpO-MbILIJ6‘-IHbI€ CUMIITOMBbI
nosinypumd, noringnncus

Al y monogbiX Npu pe3NCTEHTHOCTH K
NpoOBOAMMON TEpanuu

cllydanHoe BbiSiBlieHME 0bpa3oBaHUSA
HaaNO4Ye4YHNKOB



ITUATHOCTHUKA ITIA

13 Tan:

CKPUHUHroBoe obcnegoBaHue naumeHToB Cc Al

= ansa ucknodeHunsa MNIA: kak MUHUMYM OBaXXabl onpeaenswoT
YPOBEHb Kanusa B KpoBM Yy BCex nauueHTos ¢ Al

= BblpaXkeHHas rmnokanMemMmst meHee 2,7 MaKB/I He
CBsI3aHHasi C NPMEMOM MNoTeH3MBHbIX JIC (HO BO3MOXEH U
HOPMOKanuMeMmn4eckuin rmuneparnbaocTePOHN3M)

= runepkanmnypus bonee 30 M3KB/C — Ype3mMepHad
9KCPEKUMA naTtorMOoHWYHa Ans rmnepanbioCcTepoHn3mMa, Ha
aunypetukax npu Al Yepes 2 CyToK yCTpaHsSeTCs



ITUATHOCTHUKA ITIA

23Tan:

aAnarHocTtuka cuHgpoma lNIrA Bknrovaer
nccrnegoBaHme ypoBHA TOPMOHOB:

= HM3Kad aKTUBHOCTb PeHWHA nnasmbl (HO MOXET BbITb
obycrosrieHa NpuemMomM ONYypeTUKOB U Ba3oaunaTtaTtopos; y
25% 00nbHbIX B 1 y NOXUIbIX)

= BbICOKUI YPOBEHb aribJoCTEPOHA B KPOBU UMY NOBbLILLEHHAS
CYTOYHAsA 3KCKPEKLUUA C MOYOU METAbONUTOB anbOoCTEPOHA
(anbgoctepoH-18-rrokypoHnaa). Y 30% 6onbHbix [FA
YPOBEHb anbAoCTEPOHA B KPOBU HOpMarnbHbIU. CHUXaeTcs
TakKXe rnpu ctapeHnmn, rmnepBoneMnmn, rmnoKarmeMmm nnu
NOBbILLEHHOM MOTPEBNEHNN HATPUSA

= CooTHoweHne KA/API1 bonee 50 —noaTBepXgaeT anarHos
[MrA




ITUATHOCTHUKA ITIA

- I'Ip|/| COMHUTEJIbHbIX pe3yJibTaTaxX NCCIieadO0BaHNA.

CTUMYNALMOHHAsA npoba ¢ Harpy3kom HaTpuem:
ocHoBaHa Ha ysBenunyeHunn OLLIK:

NaLneHTy B ropu3oHTasrIbHOM MOJIOXKEHUW BBOOAT 21
M30TOHUYECKOIro pacTBopa xnopuaa HaTpus
500mMn/4, 4TO B HOPME NPMBOAUT K CHMXKEHUIO
YPOBHSA anbgocTtepaHa He MeHee YeM Ha 50% ot
NCXOQHOrO.

= YPOBEHb anbAocTepoHa Bbile 5-10 Hr/an
(138-276 nkmonb/n) cBuaeTenbCcTByET 00
aBTOHOMHOCTU CEKpeLnn anbOoCTeEPOHA, T.€. O
[TA.



TUATHOCTHUKA TTA

3a3aTan:

onpegerneHue Ho3onoru4yeckom hopmMmbl CUHAPOMA
rmnepanbgocTepoHM3Ma:

= Harpyso4yHas «MapLieBas» npoba:

CpaBHMBAKT YPOBHU anbOOCTEPOHA, PEHUHA U Kanug
KPOBW Nocrie HOYHOro Nnokos 1 nocrne 4-4acoBow
XoabObl (and. AnarHo3 onyxosieBoro u
naunonaTtmyeckoro reHesa lA).

B nepBom crnyvyae coaep)xaHue anbAocTepoHa U peHuHa
rnocre Harpysku OyaeTt Huxe, Yem OO Hee.

[Mpn nanonartnyeckom A — KOHUEHTpPaUKUA

alibAOCTEPOHA B YKAa3aHHbIE MNMepnobl NO4YTN HE
N3MEHUTCA.

Y 300pOBbIX — NOBbILLUEHNE PEHUHA N anbdOCTEPOHA




Tonnueckas nuargoctuka [11°As

NO3BOJIAET YCTAHOBUTDL J1OKaJTIN3aunUko U XapaKTeEPUCTUKHA
onyxorien Haarnovye4yHNKoB, BblIABUTb rmneprsjia3nio
Haano4ye4HNKOB:

= Y3/ — 4yyBCTBUTENBHOCTL METOAA A1 HOBOODOpa3oBaHUm
oonee 1cm pocturaet 82-87%

= KT n MPT Hagno4ye4YyHnKOB — NAOTHOCTb Bnmaka K XXMpoBOW
TKaHW

= CumHTUrpadusa HagnodeyHukoB ¢ 131 |-xonectepmHom

= Onebdorpadusa Hagno4Ye4YHNKOB C CENEKTUBHBLIM 3aD0pPOoM
KpOBU ANnga nccnegoBaHua rpagneHTa KoHUeHTpauum
arnb4OoCTepoHa N peHnHa nnasmbl Ha pasHbIX YPOBHAX
BEHO3HOro pycna. BbICOKOTOYHbIN, HO NHBA3UBHLIN U
CIOXXHbIN MEeTOoA.
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MPT=npuzHaku ajabI0CTEPOMbI IIPABOI0
HAAMOYEeYHHUKA




BunarepansHas navonarmyeckas
rMmnNepnnasnsa HaaAnNnoO4Ye4yYHMKoOB




NMPUHLUUIbI JIEYEHUA MIrA
AlNbAOCTEPOMA

XUupyprmyeckoe
OAHOCTOpPOHHee ne4vyeHue
nopaxeHue OOHOCTOPOHHSASA
HAOQNOYEYHNKOBAA
FTMNEPMJA3UA
WONONATUYECKUN
FT'MNEPANBAOCTEPOHU3M KOHCepBaTMBHOE

TOoTanbHoOe
nopaxeHue

Jie4yeHuUe

A

MIOKOKOPTUKONO3ABUCUMBIN

FMMNEPAJIbAOCTEPOHU3M



JledeHMH e:

AnbpgocTepoma — OCHOBHON METO fNeYeHnsa —
Xupypruyeckmu. Haule nanapockonmyeckoe yganeHue
NOopa>XEeHHOIo HaAano4Ye4YHuKa.

0 [TpegonepaunoHHas nogrotoBka (4 Hegenw):

=  CnupoHonaktoH 100-400 mr/cyT oo Hopmanusavmm
anekTponutoB 1 ctabunusaummn All, yepes 2-3 Hegenu

nogaepxumsatowme 0osbl 200-200mr/cyT, 3atem onepauud (HO Yy 7%
He Hopmanuayet ALl).

: [1pn HegocTaTOYHOM rMNOTEH3UBHOM 3PdOEKTE B
npegonepaunoHHON NOAroToBKe rnocrieqoBaTternbHoO 4obaBnsoT

| ypoBeHb — crinpoHonakToH 50-250 mr/cyT

[l ypoBeHb — HUbeaunuH-petapa 40-60Mr,cyT unm mMeTanporsiorn
950-150mr/cyT

[l ypoBeHb — KNOHNAWH, OOKCA3UH

: Bo3MOXXHO Ha3HadeHWe npenaparoB Kanusd, a Takke Kanum
cbeperarowmx ANypeTUKOB (TpUamMmTepPEH, amunopua).



JledeHMH el

= [IBYCTOPOHHSASA runepnnasna Hagno4e4yHUKoOB —
XUPYPrnyeckoe BMeLLAaTENbLCTBO MOKa3aHO TOSIbKO B TEX
Clyyasix, Korga Bblpa)eHHYH 1 CONPOBOXKAAKLLYHOCS
KITMHUYECKMMN CUMNTOMaMW TMNOKarmMeMmnio He yaaeTcs
KynupoBaTb MeAUKaMEHTO3HO C MOMOLLbIO CMUPOHOMAKTOHA,
TpuamTepeHa unn ammnopuaa. lNpegonepaunoHHas
NoAroToBKa B TOM e obbeme.

UWpononatuyeckum runepanbaoCcTepoHnU3mM - METo[ Bbibopa
KOHCepBaTUBHOE NneYvyeHne , npm HeaddPEKTUBHOCTH
Xpypruyeckoe BMeLLaTeNbLCTBO

AnbpocTepoHceKpeTupyroLwana KapumHomMa - nokasaHo
ornepaTtuBHOE NleYeHMEe B COMETAHUN C XMMUOTEPaNUen (npu
NOOO3PEHNN HA MeTacTasbl).



OlNEPALUA

*[MOXXMMNOW BO3pacT nauueHTa *MOJIO[0M BO3pacT naLlueHTa

*BbICOKMIA PUCK onepauun (Hanudne *3110Ka4Y€CTBEHHbIN XapakTep
TSKENbIX CONYTCTBYHOLLMX 3a00NeBaHNN) | | TMNEepPTEH3UW, PE3UCTEHTHbLIN K Tepanuu

scthopmMmupoBaBLLUNICA Kapanoundpos *OTCYTCTBWE COMYTCTBYHOLLMX
3abonesaHnK

*BblpakeHHas rmnepTpodus Mmokapaa

scTOMkaa XrH

[MPOTUB
3A \

KOHCEPBATUBHOE JIEMEHUE




DeoXpoOMOIMUTOM A

onyxosib n3 xpomadpPUHHOU TKaHWU,
npoayuupymowana 6onbLloe Korim4ecTBo
Onornornyeckn akTMBHbIX BeLlecTB (aApeHarnvH,
HopaapeHanuH, aoamMunH), KNUHNYECKU

NPOSIBASAIOLLAACA CUHOPOMOM apTepuanbHOMN
rmnepreH3un pasfiuyHoON CTeneHwu
BbIPaXXeHHOCTU U

MHOrooo6pa3HbIMMN MeTabonnMyecKnmm
paccTponcTBamMu.



INMUAEMUOJIOT UA

= PacnpoctpaHeHHoCcTb B nonynsauun 1 Ha 200
TbIC HacesneHus

= 3aboneBaemoctb — 1 Ha 1,5-2 MNnH YenoBeKk B
ron

= B3pocnbie MyX4YMHbI U XEeHLWUHbI 60NerT C
OOVWHAKOBOM 4YacCcTOTOM, Y AeTen, HeCKOSNbKO
yauie 3aboneBaHue pa3BuUBaeTCH Yy Manb4UKOB.

= Cpeaun 6onbHbIX ¢ Al YacToTa BbisiBINIEHUS
cdeoxpomouutomsbl 0,1-0,7%, camas BbicoKasi
yacTtoTa oTMevaeTcsl y bonbHbIX Al B Bo3pacTte
30-50 net (no 1% cny4aeB)



IDTHOJJOIMUA

= B 80 % cny4yaeB peoXpoMOLMTOMbI BO3HUKAIOT
cnopagunyecku;

= B 10-20 % cny4yaeB HOCAT ceMeUHbIN XapaKTep.
MoryT ObITb MPOSABNEHNEM HECKOSTbKUX
HacneacTBeHHbIX 3aborieBaHnK, nepegaroLmMxcs
MO ayTOCOMHO-AOMMWHAHTHOMY TUMy

= (MOH 2A vnn cungpom Cunnna), MOH 2B,
bornesHb doH PeknuHrxayseHa (B COMETAHUN C
KOXXHbIM HENMPONOPOMAaTO30M), CUHAPOM (POH
Xvnnenga-Jinngay



ITaTorenes

OCHOBHble naTo@uanorornyeckne N3MeHeHus
CBSA3aHbl C BbICOKOW KOHLIEHTpaLMen
KaTexonaMnHOB B KPOBU

= PasHoOObOpa3nsa agpeHeprnyeckoro peLenTopHoro
annaparta, 60nbLIOE KONM4YecTBO OpraHoB, B
KOTOPLIX OH NpeacTaBfieH, BO3MOXHOCTb
CMeLLaHHOUN OMyXxoJ1eBOU CeKpeLunn — aKkTophl,
00bACHAKOLME NONMMOPPN3M KITMHUYECKNX
nposasneHnn npun peoxpomMoLnToOME.



ITaTorenes

= /IaMeHeHne YyBCTBUTENLHOCTU
agpeHopeLenTopoB, HapyLleHne MexaHn3mMoB
NHaKTUBaALUWN KaTEXONaMUHOB U SHepreTnyeckoe
NCTOLLEHNE COCYANUCTbIX MNOLIMTOB HA (POHE
NOBbILLEHHOIO coaepXaHua KatexornaMmmHoB B
COCYOMUCTOM pycrie MOXET NPUBOAUTb K pa3BUTUIO
KaTexonamMmnHOBOIO LLOKa, A8 KOTOPOro
XapaKTepHO pe3Ko nosbilleHHoe ALl B
LleHTpanbHbIX cocydax (Ba3OKOHCTPUKTOPHbLIN
cTaTyc) U 3HaduTenbHoe cHmxXeHne ALl Ha
nepmngepum



Kiaaccudukanus

Mo nokanusauunu:
Hagno4vevHukoBble (90% crny4aeB)
= OBYCTOPOHHME (10-15%)
CUHXPOHHbIE
METaXPOHHbIE
= OAHOCTOPOHHUE
BHEHAMOYEYHNKOBBIE:
= B napaBepTebpanbHbIX CUMOATUYECKUX FaHITINSAX

= BHYTPWU- N BHEOPraHHbIE CKOMMeHNa XpoMmadodpHHON
TKaHW (N0 Xo4y KPYMHbIX COCYA0B B napaaopTanbHOW
obnactu oT gnadparMbl 4O HUKHUX NMOMKOCOB NOYEK —
onyxonb LlykepkaHansa pacrnosioxeHa B obnactu
OTXOXXAEHUA OT aOPThl HMKHEN DPbIKEEYHOU apTepun, y
OCHOBaHUA Mo03ra, cepaue, nepukapa, B MOLLOHKe

= xemopekTtombl (glomus carotis, BHyTpeHHee yXo)



Kiaaccuduxamus

[To mopdonorum:

= 100POKAYECTBEHHbIE
= 3/10Ka4YeCTBEHHbIE

= MyNbTULLEHTPUYECKue (pesynbraT
TOTaANbHOIoO reHETUYECKOro NopaXeHus
MO3roBOro crfiosd Hagno4e4yHMKoB)



Kiaaccuduxanus

[1o KNUHNYECKOMY TEYEeHUIO:

= 6eccuMnMoOMHas

- «<Hemasa» doopma (rMCToNOrM4ecKku
noaTBepXgeHHaa dpeoxpomoumtToma npm
HopmMmanbHoM Al n ypoBHe KaTtexornaMmuHoB)

- «CKpbiTas» popma (rMcToNIornyecku
noaTBepXageHHaa peoxpomoumnToma npum
NOBbILLEHHOM YPOBHE KaTeEXONaMNUHOB U
HopMarsribHoM ALl)



Kiaaccudpukanus

* KJITUHUYECKU ebipa>keHHasl ghopma:

- NapokcuamarbHasa (KpusoBoe TedeHne Al —y
B3pocrbix B 50% cny4aeB)

- nepcuctupyroas (noctosaHHasa Al — y B3pocChbIX
B 50%, y neten B 90%)

- CMellaHHagd
* amunu4Hasi gpopma:
- TMNOTOHUYEeCKas

- beoxpomMoLmMTOMa B COMETAHUN C
rMNepKopTULMN3MOM



Kiaaccuduxamus

o TSXXKeCcTn TeYyeHus:

» J/lecko2o me4yeHus1i — beccMmMmnToMmHast opma
UNn ¢ peakMMmn Kpnsamm

» CpedHell msixkecmu — vacTble Kpu3bl,
OTCYTCTBUE OCITIOXXHEHUNU

» Tskernno2o me4dyeHuUsi = HanU4yne OCroXXHEeHUmn
CO CTOPOHbI CepaeyHO-COCYaANUCTOMN CUCTEMBI,
LIHC unun noyek, a Takke ocnoxHeHun CL



KinmHnyeckas KapTUHA

= [MaBHbIX CUMNTOM - NoBbiWweHue Al
(nocTosiHHOEe N NnapoKcusmanbHoe)

= [lononHuTtenbHbIe CUMNTOMDI:

- opTOCTaTU4YecKasa rmnoToHus

- MOTNIUBOCTb

- NMOCTOSIHHbLIE rosfIoOBHLIE 60nKn

- olwyuieHue BHYTpPeHHeun ApoXxu, 0ecnokoucTBo

- obwan cnabocTb, CHUXKEHUe
TPYAOCNOCOOHOCTMH



KarexoJ1aMMHOBBIN KPH3

= YyacToTa BapbUpyeT OT O4HOro nNpuctyna B Te4eHne
Heckonbkux mecaues o 10-15 B TeyeHue cyToK

= pa3BUTUE MOXET ObITb Kak Npu NCXOQHO
HopmanbHoM ALl, Tak 1 Ha doHe ero
NpeaLecTBYOLWEro CTOMKOro NOBbILLEHUS

= BHE3anHoe Hayaro, 4YacTo Nocsie BO3OeNCTBUS
npoBoLUMpYyoLWmMX hakTopoB (dbursnyeckoe
HanpsKeHue, Ucnyr Unn aMoLMOHarbHbIA CTPecC,
NPOOOIMKUTENIbHOE ronogaHne, 0oUIbHbIN NPUEM
nuLLK, rpybas nanbnauus, nepeoxnaxaeHue,
NPMeM HEKOTOPbIX NpenapaToB (MHCYIWH,
rMnKo3nadbl, MOPUH), MOYencnyckaHme



Karexo/1aMHUHOBBIA KPH3

= BblpakeHHoe nosbiweHne ALl 200-300/100 mm.pT.
CT, B OCHOBHOM CUCTOJINYECKOro, CONPOBOXOAETCH
Tpuagown CUMNTOMOB: rofioBHas 60sib, NOTNUBOCTD,
BMNMOTb OO NMPOSIMBHOrO NoTa, Taxukapaua +

= TOLWIHOTA, pBOTA, HApYyLIEHWE 3peHne, brieaHOCTb
KOXHbIX MOKPOBOB, YyBCTBO CTpaxa, bonu B
XMNBOTE, cepaue, B KPOBU: NENKOLNTOS,
NNM@POLNTO3, 303UHODUINSA, TMNEPTTINKEMUA,
NPOTEUHYPUS

= NPOAOITKUTEIIBHOCTb OT HECKOJIbKUX MUHYT O0
H4aCoB

= ObICTpOE obpaTHOE pa3BUTUE
= MOCSie Kpun3a nonnypus



OcioxkHeHuss PeoXpPoOMOIUTOMBI

CeppoeyHas HeQOCTaTOYHOCTDb

Aputmunmn

KaTexonamMunHoBbIU LLOK

HapyLieHne MO3roBoro KpoBoobpatlueHus
[ToyeyHan HeAOCTAaTOYHOCTb B paMKax LLUOKa
'MnepToHM4yeckan aHuedanonaTus
Nwemuyeckmm Konut

PaccnanBarLwiaa aHeBpu3Ma aopThbl

Y 6epeMeHHbIX: nuxopaakKa, 3Kf1aMncus, LLOK,
CMepTb MaTepu Unu nnoaa

ToKcun4yeckasa KkarexonamMmvmHoBas
MUokapauoaunctTpodus



YpoOBEeHb

JluBbIilMEeHVE

2.

3.

1.

Al

npwn

CHMXeHue

Ba30KOMMKToprM

3¢ pekT (a, - peuenTopbl
PE3UCTUBHbIX COCYO0B)
[ToNOXNTENBHLIN XPOHO- U
MHOTPOMHBIA 3DEKT (f3, -
peuenTopbl cepaua)
LleHTpanunsauns KpoBoTOKa

HuskoHopmarnbHoe
ObITb CBA3aHO C TAXeCTb

1. rVII'IOBM/IVIH

LleHTpannsauna KpoBOTOKa
Basogunatupytowmnii 3, acppexT
PedonektopHas bpagukapaus npu
pe3koM nosbiweHun ALl

JleBoXXenyno4vkosas

HeOOoCTaTOYHOCTb
KpoBounanusaHue nnm HeKpos
onyxonwu
KaTtexonamMmnHoBbIN LLOK

2.
3.
4.

5.
6.

7.

npu deoxXpoMoLIMTOME MOXET
KIMUMHNYECKUX NMPOSABIIEHUN,

a He C OTCYTCTBUEM rOPpMOHanbHOU akTnBHocCcTuU!!!



N3meneHust MUoOKapaa npu (peoxpoMouuToMe

rmnepkKarexoriaMmmHeMns

HapyweHue paboTbl
HapyLLUeHne MeX- N BHYTpU- doepMeHTOB BbICOKaA
KNEeTO4YHOro MoHoobmeHa BHYTPUKINETOYHOrO nocTHarpyska
doocdopununpoBaHus

TOKCUYECKME HEKOPOHAPOreHHbIE KOHLEHTpUM4Yeckas, a
(KaTexonammnHoBbIe) 3arem gunaTtaumoHHas
MuokapanoguctTpodust n/mnn HeEKpo3s KapanomumonaTtus

HapyLweHns puTtma XpOHN4YecKas cepaeyvHas OCTpagqa neBoXxenyooykoBas
HEeQOCTaTOMHOCTb HEeOoCTaTOMHOCTb



CKpUHMHI (PeoXpOMOIMTOMBbI

= criegyeT nNpoBoAnTb BCEM DOSbHbLIM C
HEeYTOYHEHHbLIM reHE30M apTepuanbHOn
rmnepToHmnn (0cobeHHO Monoaoro
BO3pacTa, UMEIOLLNUM CEMENHbIN
aHamMmHe3 Al 1 cny4yan cmepTu
onmwkanwnx poacrtseHHnkoB ot CC3



JlaboparopHasi JMArHOCTHKA

= OnpefaerneHne KoOHUEHTpauun KaTexonaMmmHoB
(agopeHanuHa, HopaapeHanuHa) unn nx
MeTabonmMToB (BUHUIIMUHOANBHON U
rOMOBaHUITIMHOBOW KMUCIOT) B MOYe, cObpaHHON 3a
CYTKM nnun 3a 3 Yyaca nocne Hayana npucryna
(ManocneundunyHbI MeTO)

= ornpegeneHne cBoOOOOHbIX KATEXONAaMUHOB B
nnasme: agpeHanuHa sbiwe 300-500 nr/mn (Hopma
ao 100 nir/mn),

= HopaapeHanuHa — Bbiwe 1500-2000 nr/mn (Hopma
ao 500 nr/mn). Bo3MOXHbI JTOXXHOMOMOXUTENbHbIE
pes3ynerarhl



JlaboparopHasi JMArHOCTHKA

= orpegeneHne odLen KoHUeHTpaumm
MeTaHepPUHOB (MeTaHedpUHa U
HOpMeTaHedpunHa, METOKCUTUPAMMHA) B NMiasme U
KOHBIOrMPOBAHHbIX METAHEPUHOB B MOYE —CaMbI
HaOdeXHbI MeTod OMNarHOCTUKU

= NPOBOKALMOHHbIE NPOObLI (TMCTAaMUH, TTHOKaroH u
Ap) — conpsiKeHbl ¢ 60MNbLLUNM KONTMYECTBOM
OCINOXXHEHWUIM, MO3TOMY UCMONb3YOTCA PEaKO



Tonuueckass TMArHOCTUKA

= CumHTUrpadgpumsa c metanog-oeHsnnryaHngmHomM, MEYEHHbIM
nsotonamm 123 | — gona ycrtaHoBneHUd
BHEHaAno4Ye4YHMKOBOM nokanusaumm, MeETacTas3osB
3NnoKa4yeCcTBEHHON PEOXPOMOLIMTOMbI, a TakXe Nnpu
peunanBax 3aboneBaHus

= PeHtreHorpadpusa n KT rpygHon KneTkn — ans BblABNEHUS
BHYTPUIpyOHbIX OMyXOJieun

= OXO-KI
= [103NTPOHHO-9MUCCUOHHAsA ToMorpadus

= Y3U, KT, MPT 4yBCTBUTENIBHOCTb 4OCTAaTOYHO BbICOKas
pnocturaet 90-96%.

[locTaTO4YHO MCNoONb30oBaTh ABa MeToAa A NOATBEPKAEHMUS
auarHosa
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JledeHHne

Xupypruyeckmum Mmetopn - cambli SPPEKTUBHbLIN K
paguKkanbHbIV Ong rneyvyeHusd
KatexonaMmunHNpoayLUMpyoLmMX onyxXorneun.

= OOQHOCTOPOHHASA aApeHan3kKTOMUS

= [1BYCTOPOHHAA apeHan3akToMnUsa — opraHn3m
NnuLlaeTca NMCTOYHMKA QHOOMEHHbIX
KOpTUKoCcTepouaos 1 Yyepes 5-10 YyacoB nocrne
onepauun pasBmMBaeTCA HaanNnoO4Ye4YHNKoBas
HEeOOCTAaTOYHOCTb. Takmue OOrbHbIE HYXOAl0TCH B
NOXXN3HEHHOW 3aMeCTUTENBHON Tepanuu
KOPTMKOCTEPOMOAMMU



OCHOBHbIE KITMHUYEeCKue CUHAPOMBDBLI,

Tpeobyruwmne Koppekum npum
dpeoxpomoumnTome

= ApTepuarnbHOU rMnepTeH3nn

= [MnoBoNnemMn4yeckuu

= KapananbHbIn

= HeynpaBnaemou remoanHammKu

= HapylueHuns yrnesogHoro oobmeHa



JledeHMHe

[IpeaoonepaunoHHas NOAroTOBKA:

= Anb@a-agpeHobnokaTopbl: JOKCa303UH,
Npa303uH, NpopoKcaH, TponadeH,
doeHTonamuH 1 ap. Npn coxpaHeHuu
Taxukapaun (Tonbko nocrie addpekTUMBHOM
brnokaabl anbda-agpeHopeLenTopoB)
OOMOSTHUTENBbHO OeTa- brokaTopsbl.

= JllyyeBan Tepanus



= [1pn Xnpypruyeckom rie4eHnn nepuoneparmmoHHas
netanbHocTb coctaBnget 1-4%.

= B TeuyeHuMe 5 neTt nocne onepaunn BbXXUBAKOT
bornee 95% 6OsbHbIX.

= YacTtoTa peunansoB He gocturaet 10%, 4acto npwu
CEMENHbIX pbopmax 3aboneBaHuns

= B 30-60% HabnogeHnn gmarHos
doeoxpoMOLNTOMBI YyCTaHaBNMBAO NOCMEPTHO.
[TpnynHa cmepTn — NoCcneacTBUA TAXKENbIX
COCYOMCTbIX OCIMOXHEHNU



HannmoyeuynunkoBass HEI0CTATOYHOCTD

= OQHO U3 CaMbIX CEPbE3HLIX MO CBOUM
OCIOXHEHUSAM SHOOKPUHHbIX 3ab0f1eBaHnN,
o0ycrnoBrieHHOE HEQOCTAaTOYHON CEKPELIMEN
FOPMOHOB KOPbl HAAMOYEYHMNKOB
BCIieACTBUE HaApYyLUEHUS
doYHKLUMOHUPOBaAHNA OOHOIo Unu
HECKOSbKUX 3BEHBEB rMnoTanamMo-
rmnomnsapHO-Haano4Ye4HMKOBOWU CUCTEMBI.



IlepBUuHasl HAANMOYECUYHUKOBASA

Hexpocrarounocts (XHH=1)

yYMeHbLUEeHNE NPOAYKLIMN TOPMOHOB KOpPbl
HagnoO4Ye4YHNKOB B pe3yribTaTte
[ECTPYKTMBHOIO npoLiecca B caMux
HagnoYeYHnKax



Ituogoruss XHH=1

= AYTOMMMYHHbIW agpeHannT (85% Bcex
cly4yaeB)

= Tybepkyres, MeTocTasbl Onyxosen,
agpeHonenkogucTpodus, rpndokoBble
MHPeKUMN, ammnongos, cudpunuc, BUY-
MHJbeKL NS

= ATporeHHble PaKkTopbl:CMHAPOM HenbCcoHa,
OBYXCTOPOHEE KPOBOUINMNUAHNE B
Haano4Ye4YHUKU Ha dooHe npmema
aHTUKOoArynsaHToB



dtnogorna XHH=14

= AYTOMMMYHHbLIN agpeHanuT (85% Bcex
cly4yaeB)

= TybepkKyrnes, MeTocTasbl Onyxosneu,
agpeHonenkogucTpodus, rpndbkoBble
MHPEKUMN, ammnongos, cudpunuc, BUY-
MHQEKLMNSA

= ATporeHHble PaKkTopbl:CMHAPOM HenbCcoHa,
OBYXCTOPOHEE KPOBOU3NNAHUE B
HaOMno4Ye4YHUKMN Ha poHe npmnema
aHTUKOArynsiHToB, NpuMeHeHne 6r1oKkaTopoB
cTepougoreHesa (KeToKoHasor,
bapbutypaThbl)



ITatorenes XHH-1

pa3pyLueH|/|e 90% obbema TKaHu Ha,EI,I'IOL-IeLIHI/IKOB

HapyLleHne obmMeHa HapyLUeHne
yrreBodoB BOHO-COJ1EBOIO
oenkos, nvmmuos obmeHa
FI/II'IOHanI/IeMI/NeCKaFI aervgpataumsi ¢ rmnepKanmeMMM
rmnoxmopemMmnen, rmnorrimkeMmn N KETO30M

ymeHb!eHme OLUK

MeTabdbonn4eckmum !hI/I,EI,O3; TMNOTOHUA, aHYPUA



Kaunnueckne npusnaku XHH=1

= He3zameTHoe Ha4vano n meaneHHoe HapaCTaHue
CNMIMTOMOB

= AcTeHus (obwasa n mbilledyHasa cnabocTtb) — oanH 13
OCHOBHbIX CUMIMTOMOB

= [lcnxnyeckasa acteHn3auuns

= XenyoodHo-KuLeYHble pacCTPOUCTBa

= [loTepsa macchl Tena

= [MNOTOHNA — KapanHanbHbI cUMMNTOM XHH-1

= [MnornMkemMmnyeckmne CoCToaHNS

= [lpuctpacTtue K coneHoun nuile

= Butnnuro

= [eHepanusoBaHHaga runepnnasnsg NMmMmdgoysnos



Kannunuyeckne npusnaku XHH=1

= AcTeHus. ObLwaga n mbleyHasa cnadbocTb
BHa4ane MoryT BO3HMKaTb Nepuognvyeckn BO
BpeEMS CTpeccoB. Ha paHHUX cTaguax oHu
YBENUYMBAIOTCH K KOHLLY OHA U NPOXOAAT nocrie
HOYHOro OTAblIXa, B AanbHENLLIEM HapacTalT U
CTaHOBATCHA MOCTOSHHbIMU, BMNMOTb A0
agnHamun. MeliweyHasa cnabocTb — pesynberar
HapyLeHNs yrineBoaHOro (rmnoriMkemMumns) u
9NEKTPOSIMTHOroO OOMEHOB

= [lcuxmyeckass acteHmnsauud, BrsoTb A0
Pa3BUTUA NCUXO3OB.



Kananyeckne npusnakn XHH=1

= [MnepnurMmeHTaums
KOXXWN N CITU3UCTbIX —
YacTbI N paHHUN

NPU3HaK
| ; [lpnymnHa:
gy M36bITOYHaS
cekpeumnsa AKTT u
6beTta-menaHouuT
CTUMYINPYIOLLErO

ropMoHa



Kannunuyeckne npusnaku XHH=1

= Hapsaay ¢ runepnurmentauuen y 10%
DonbHbIX HAbONOAAETCA BUTUIUTO,
ABMNAIOLLEECH NPOSABEHNEM
ayTOMMMYHHOro npouecca. OnmcaHa
becnurmeHTHaa dpopma NHH — «benbin
aAaUCOHHU3M», MPU ayTOUMMMYHHOM
nonurnaHaynapHoOM CUHOPOME.




Kannnyeckue npuznaku XHH=1

= Kenygo4vHo-KuLeyHble pacCcTpoOUCTBa — NoTepd anneTura,
TOLLHOTA, pBOTa HaboOalTCs yXXe B Havana
3aboneBaHus. [laToreHes cBsi3aH CO CHUXXEHMEM CEKpeLnn
CONMAHON KUCNOThbI U MencuHa, a Takke NoBbILLEHHOW
CeKpeuunen xnopuga Hatpua B NPOCBET KMLLeYHnKka. PBoTa
N gnapest yCUnmBaroT NOTEP0 HATPUA, YTO NPUBOAUT K
PA3BUTUIO OCTPOUN HaANOYEYHNKOBOWN HEQOCTATOYHOCTMN.
OTmMevaeTca NpUCTpacTue K CONeHON NULLE.

= [loTepst Maccbl Tena ABNAETCS NOCTOAHHbIM CUMNTOMOM U
CBsi3aHa C NOHWXEeHMEM anneTuTta, HapyLleHnem
BCacCbIBaHMA B KULLEYHUKE, AerngpaTtaumen.



Kannunuyeckne npusnaku XHH=1

= [MNOTOHUA — OQUNH U3 XapaKTepHbIX cumnTomoB XHH,
HepeaKo MMEET MECTO YXXe Ha paHHUX CTagusx:
rofIOBOKpYXeHmne, obMopokun. B nonoxeHun nexa ALc
MeHee 110 MM.pT.CT.. Ha paHHUX cTaguax
opTocTaTuyeckasi rMNOTOHUA C Taxnukapaunen.
OCHOBHbIE NPUYNHBbI — CHUXKEHNE 0ObeMa nnasmbl,
oOLLero KonmMyecTBa HaTpus B opraHn3me.

OpHako y bonbHbIX ¢ conyTtcTBytowen Al, AL moxeT
ObITb HOpMarnbHbIM U MOBbILLEHHbIM.



Kannunuyeckne npusnaku XHH=1

= [MNOrnMMKeMmn4Yeckne COCTOAHMNSA MOTyT BO3HMKATb Kak
HaToLWlakK, Tak U Yepes 2-3 Yyaca rnocne npmema nuLiu,
boraTtou yrrnesogamu.

[TpUYNHBI: CHUXKEHME CEKPEeLMN KOPTMU30Sia, YMEHbLUEHNE
[MIOKOHEeoreHes3a, 3anacoB [MUKOreHa B MNeYeHMu.

= HapyuweHune dyHkumn LIHC BcTtpevaetca bornee yem y
NONOBUHbI DOSbHLIX U NPOABASAETCA CHUKEHUEM
YMCTBEHHOWN OeATENbHOCTU U NaMATK, anaTtuen,
pasgpaXMTenbHOCTLHO.

= HukTypus Ha qooHEe CHMXKEHNS KIybOo4YKOBOW
donnbTpaunum 1 NOYEYHOro KPOBOTOKA.



Kannunuyeckne npusnaku XHH=1

= [lpekpalleHne cekpeumm HaanovYe4HUKOBbIX
aHOpOreHoB y MY>X4YMH Mano BIMAET Ha COCTOAHUE
NOMOBbIX PYHKUUN, eCn coxXpaHeHa PYHKLUUA ANYEK,
OOHAaKO Y XEHLUWUH CHMXKaeTca NMbnao n yMeHbLLIaeTcH
UM NOSTHOCTbIO NcYe3aeT NoamMbiLLEYHOE N NOBKOBOE
OBOJIOCEHME.

= Kanbumukaumsa ywHbIX XpAwWwen BeposaTHO
o0ycnoBreHo runepkansuneMmnen.

= [eHepanusoBaHHaga runepnnasnsg nMmdgoysnos

= YnydweHune tedeHna CO n Al (C ymeHbLUeHEM 03
npenaparoB)



JIndppepeHnmaanHast

nmuarHocruxka XHH=1

= [1py HanNM4YUM rMNepnUrMeHTaUmnm
andpdepeHumanbHyo AMarHoCcTuKy cneayer
NpoBOAUTL C Nennarpou,
OEPMaATOMUO3NTOM, CKIepoaepMmnEN,
MeTacTtasaMmm MenaHoMbl, LLUPPO30oMm
ne4yeHn, remoxpomMmaTto3oM, MUrMeHTHO-
COCOYKOBOW AUCTPOdUEN KOXN (acantosis
nigricans), oTpaBfieHUEM CONAMU TAXKENbIX

MeTarnonB



Ienrpansusie popmbl HH
(BTopuunas n Tpernunas XHH)

ABMAKOTCA pe3yfibTatoM HapyLUEeHUS
cekpeunn agpeHOKOPTUKOTPOMHOIO
ropmoHa (AKTT)

(XHH-2)
Unu

oeduumTa KOPTUKOTPOMUH-PENUIUHT-
ropmoHa (KPI)

(XHH-3)



ITHOJIOTUS HEHTPAJBHOIO

ALOKOL

Onyxonu rmnotanamo-runodgunsapHom obnacTtu
UepenHo-Mo3roBble TpaBMbl
KpoBou3nmaHmsa B rmnodpus

NHdeKUMOHHbIE U MHPUNBETPATUBHbIE MOPAXXEeHUS
rmnoduaa

CuctemHble 3abonieBaHNs (BUCOYHbLIN apTEPUNAT,
CEPNOBUOHO-KNETOYHass aHeEMUSA)

ATporeHHbIe BNUAHUSA - ANUTENbHOE NPUMEHEHNE
nogaBnAlLWKMX 003 MMIOKOKOPTUKOMOOB Npw
re4yeHnn cucteMHbix 3abonesaHum (XHH-3),
nyyeBas Tepanus, nocrne onepaTtuBHOro feyYyeHuns



KiMHn4YecKkue nmposiBJICHUSA
CHTPAJLHOI'O TNINOKOPTUIIM3MA
= He OT/In4aloTCA OT TakoBOM Npu nepenyHon XHH,
3a UCKIMOYEHNEM TUNepnUrMeHTaumn

= KpOME TOro, nNpu BToOpnyHon XHH B MeHbLUEN
CTENEHW BblpaXXeHbl U1 gaXe OTCYTCTBYIOT
CUMNTOMbI HEAOCTAaTOYHOCTU
MWHEParnoKopTUKOUA0B

= O[lHAaKO Hapady ¢ HegocTtaTtkom cekpeunn AKTT
NpakTU4ecKkn Bcerga MMerTCs KINUMHNYEeCKue
NPU3HaKM HegoOCTaTOYHOCTU APYrUX TPOMHbLIX
FOPMOHOB rmnodun3a — BTOPUYHbIN TMNOroHaan3m,
r’MNOTUPEOD3, HEAOCTATOYHOCTbL FOPMOHA POCTA.



JAnarnocTuxka XHH

= onpegerneHue KOpTu3sosia B KPOBWU: 3abop KpoBu
npon3BoaaT Mexay 6 n 8 yacamm ytpa, T.K. UMEHHO 3TOT
YPOBEHb OTPaXXaeT MUK akTUBHOCTU rmnoTtanamo-
rmnodomnsapHo-HagNno4Ye4HUKOBON CUCTEMBI. CHUXEHUE
YPOBHS KOpTM3orsia HMKe 80 HMonb/N ABNsSIEeTCS
ybeanTernbHbIM NOATBEPXKOEHNEM AMarHosa.

OOHaKko 4acTo coaeprkaHne KoOpTmaosia B lNJjiadMe
KPOBU B YTPEHHNE YaCbl NMEET HOPMallbHbIE UJTU

NorpaHnYHblE 3HAYEHUSA, YTO TpeodyeT
nanbHeunwero obcnegoBaHUS.

= onpeaeneHue CyToO4YHOU 3KCKpeKuumn
cBOoOOAHOro KopTusorna u

Aernapo3anuaHapocTepoHa C MOYOM C NMOMOLLBHO
pagnonMMyHHOro aHanusa. CHMXeHmne aKCcKpekuumn
KOpTu3ona Huxe HopMbl (Hopma 50-250HMonb/cyT).



JImarnocruka XHH

onpepeneHue AKTI nossonger
ondpdepeHUmnpoBaTb NEPBUYHYIO U BTOPUYHYIO
XHH. YpoBeHb AKTI 6onee 100 nir/mn,
onpeneneHHsin ¢ nomoLlbio PUA, npn Hann4um
KNMUHUKWU HaOno4Ye4YHMKOBOW HEOOCTAaTOYHOCTH
CBUOETENBLCTBYET 00 ee nepBMYHOM reHese. [1pu
BTOpnYHOU XHH, Kak npaBumno, otTme4vyaeTcs
cHmxeHue AKTI B kpoBWu.

CHNXEeHune ypoBHA afibAOCTEPOHa U
noBbilLEeHNEe aKTUBHOCTUN PEHUHA MNJ1a3Mbl




JImarnocTuxka XHH

= MIPU CTEPTON KNMMHUYECKOWU KapTUHE OANS
OVarHOCTUKM UCNorb3yeTcs npoba c
cuHTEeTUYecknm aHanorom AKTI —
CUHaAKTEHOM.

= pa3nmMyaloT 2 BapuaHTa TecTa: C BBEAEHNEM
CeHaKTeHa KOpOTKOro AeUCTBUSA UMK
CeHaKTeHa geno



KparkoBpeMEHHBIN TECT ¢ BHYTPUBEHHBIM

BBeAEHNEM CHMHAKTEHA

= NMO3BOJIAET onpenesintb peakymnio Kopbl
Haarno4ye4HMKoOB Ha CTpeECC.

= [1o ypOBHIO KOpTU30/ia B nnasme,
onpepgeneHHomy 4yepes 30 n 60 mmH nocne
ObICTPOro BHYTpMBEHHOIrO BBeAeHUs 0,25 Mmr
CUHaKTeHa, pacTBOpPeHHOro B 5,0 mMn
donsnonornyeckoro pactesopa, oLueHnBatoT
COCTOAHUE PYHKLUMN HaaNOYEeYHUKOB.



NuTepnpuranusa npodbl ¢ CECHAKTEHOM

= CyuMTaeTcs, 4To Npm HopmMmasribHON PYHKLNUN KOpPbI
HaanoO4Ye4YHUKOB Yy 300POBbIX N04en nog BrnMsgHNEM
CUHaKTeHa NponcxoguT yBenudeHmne KoOHUEHTpaLuun
KOpTu3ona B nnasme Kposu B 2-3 pasa (Bbllle 552
HMONb/1).

= OTCyTCTBME NOBbILLEHUNSA YPOBHSA KOPTU30ma B XOAe
[AHHOro TecTta CBUAETENbCTBYET 00 OTCYTCTBUM
HaNNYHbIX PE3epPBOB KOPbl HAAMOYEYHMKOB.

[lony4yeHHbIN B pe3yrnbraTte NpoBeaeHns
KpaTKOBPEMEHHOIO TeCTa C CUHAKTEHOM
HOpMarbHbIV NOABLEM COAEPXKAHUA KOPTU30Sa He
NCKNOYaEeT Hannuyme y aTnx 00onbHbIX
HaanoO4Ye4YHMKOBOU HeQOCTaTOYHOCTU, TaK KaK 9ToT
TECT He BbIABMNAET NOTEHLUMaANbHbIX Pe3epBOB.



IIpo0a ¢ ceHaAKTEHOM=/1€eI10

[1na BbIABNEHNS NOTEHUMANbHbLIX PE3EPBOB KOPbLI
HaOMNoO4Ye4YHUKOB NPUMEHAT PapMakoanHaAMUYECKUN
TECT C ONUTENBbHOU CTUMYNSALMEN HAONOYEYHUKOB
CUHaKTEHOM-Aeno, BBOAUMbLIM BHYTPUMBbILLEYHO
OAHOKpaTHO B Ao3e 1 Mr.

CB0OOOOHbIM KOPTN30M B CYTOYHOM MOYe OnpeaenstoT Kak
0O BBeOEeHNsA npenaparta, Tak U B Te4eHne nNepsoro,
TPETLEro MU NATOro AHEU CTUMYNALUN KOPbI
HaaNOYe4YHMKOB.



HNuTeprnpuranus npoobl ¢

CCHAKTCHOM=/CIIO

= Y 3[10pOBbLIX NOAEN coaepXaHne
CBOOOQHOIo KOPTU30Mna B CyTOHYHOU MoYe
yBENM4YMBaAETCA B 3-5 pa3 OT UCXOOHOro
YPOBHS.

= [lpn nepBnyHON XHH ypoBeHb
KOpTn3oria byaeT ocTaBaTbCA OMHAKOBO
HU3KUM BO BCE OHU, KaK U 0o
CTUMYNALMNN.



NuTepupuranusa mpoobl ¢

CCHAKTCHOM=/ICIIO

= [1pn oTHOCUTENBLHOW HAAMNOYEYHMKOBOUN HEQOCTAaTOYHOCTH
NCXOAHOE coaepxaHne cBOOOAHOro KOpTU3ona MOXET BbITb
HOopMarsibHbIM UU CHUXKEHHBLIM, B NEPBbLIN AEHb
CTUMYNSALUU - YBENNYMBATLCSA OO0 YPOBHS 300POBbLIX JIOOEWN.
OgHako Ha TPETUN AEHb YBENMUYEHUS coaepXaHuns
KopTn3orna He npoucxoaut. Takum obpasom, npu
COXpaHEHUN HaNMM4HbIX pe3epBOB CEKPEL N TOPMOHOB
KOpoWu Hagno4ye4YyHNKoB UMEETCA OTCYTCTBUE
NOTEHUMANbHbIX.

= [lpn BTOpnyHon XHH, HanpoTuB, B NepBbLIN AEHb
CTUMYNALUN CUHAKTEHOM-OENO MOXET HE NMPON3OUTN
yBENMNYEHUA cogepxaHnuss cBOOGOAHOro KOpTn3osa B
CYyTOYHOM MOYe, a B nocrieayoLme 3-e U 5-e CyTKU -
OOCTUraeT HopMasnbHbIX 3HAYEHUN.



dTtuosiornueckana gmartocruka XHH

= OCHOBOW COBPEMEHHOM 3TUOSTIONMYECKON ANArHOCTUKU
ayTOMMMYHHON bone3Hn AganuccoHa cHYnTaeTcs
BbISIBNIeHUE B KPOBU DOOSbHbLIX aHTUTEN K 21-
ruapokcuna3se (P450c21), kotopble ABNAKOTCS
BblCOKOCNEUNPUYHBbIM MapKepoM ayTOUMMYHHOIO
agpeHanuTa,

= [Ina nogreepxaeHna TybepkynesHoro reHesda XHH
0bA3aTenbLHO NPOBOAATCHA PEHTrEeHONornyeckoe
nccrieqoBaHue opraHoB rpyaHOM KNETKU 1 Marioro tasa.
[Tpoba MaHTy, a Takke NoceB MOYM U MOKPOTbI Ha
BbISIBNIEHNE MUKODaKTepun TybepKynesa B psiae criyvyaes
rnomMorarT NoaTBepaAnTb AnarHo3 TybepKysrie3Horo rnpouecca
B Ha4MoO4YevYHuKax.



Tnojiorndeckasa mmargocruka XHH

= [1pn anarHoctnpoBaHHoU nepsnyHon XHH y
BonbHbIX MONOOOro Bo3pacTta, 0COOEHHO B
coYeTaHun c nepudepnyeckon HemponaTmuen
HEeACHOro reHesa, nokasaHo onpegeneHne ypoBHS
B KPOBU ANMMHHOLLENOYE€YHbIX XXUPHbIX KUCINOT
(OKK) n npoBeneHne anekpomuorpadgpumm ang
ONarHoCTUKM agpeHo-nemkogucTtpodun.

= [1na yctaHoBNEeHUA NpuymnHbl BTOpU4yHOU XHH
Heobxoanmo npoBegeHne 0630pHOU
peHTreHorpaduu Yepena (6bokoBasi NnpoeKLusi)
N MarHUTHo-pe3oHaHcHou Tomorpadum (MPT)
royfioBHOro Mo3ra sl UCKIo4YeHUA OrnyxosreBoro
npoLiecca B runotanamo-runogusapHom obnactw.



JIABOPATOPHBLIE JTAHHDBIE

= B KpoBM NpU XPOHNYECKOWU
Hagno4Ye4YHNKOBOW HEOOCTATOYHOCTU YacTo
BbIABNAETCA HOPMOXPOMHasi Unu
2UrNoxXpoMHasi aHeMUusl, YyMepeHHas
JieUKoreHusi, omHocumesibHbIU
JlumMgoyumo3s u 303UHOpUIUS.
YckopeHne CO3 oTmevaeTcd nuilb rnpu
Hann4ynM conyTCTBYIOLLLErO aKTUBHOIO
BOCMNanuTenbLHOro npolecca.



JIABOPATOPHBLIE JTAHHDBIE

= XapaKkTepHbIM SABMSAETCS noebiweHuUe YPOBHS Kasusi
N KpeaTMHWHAa NPU CHUXKeHUU YPO8HSTI Hampusi B
CbIBOPOTKE KPOBM, YTO OTPaXkaeT BNUSHME
KOPTUKOCTEPONIOB Ha OYHKLINIO MOYEK N UBMEHEHUNE
coepKaHus aNeKTPonNUTOB BO BHEKNETOYHOM U
BHYTPMKNETOYHOM MPOCTPAHCTBE.

= HepocTtaTtok rmoKo- 1 MUMHEParnoKoOPTUKONAOB
ABNAETCH NMPUYNHON N30LITOYHOIO BblAENEHUSA HAaTPUSA
C MO4OM, N YPOBEHL €ro B KpoBu cHuxaetca go 110
MMOIb/I, Xopnaos - Hke 98.4 mmonb/n, a
KOHLEHTpaUNs Kanus yBennymBaeTcs Bbille 5
MMOnb/1.



JIABOPATOPHBLIE JTAHHDBIE

HU3KOé codep)l(aHue eJTIOKO3bI B KPOBU HATOLLlaK
NJ10CKas caxapPHasi Kpueasi BO BpeEMA NnpoBeaeHund
MOKO30TOJIEPAHTHOIO TECTAa.

Y 10-20% OonbHbIX pa3BnUBaETCA nerkasi unm
yMepeHHaqa aunepkasibyuemMusi, npu4ynHa KOTopou
OCTaeTCcHa HeACHOW. [ nnepkanbumemMmma codeTaeTcs C
rmnepKanbLUuypuen, Xxaxaooun, norimypmnen un
rmnocteHypunen. Abcopoumns Kanbuns B KULLEYHUKE U
ero BbIXo4 U3 KOCTeWU yBenun4yneatoTcs. Hopmannsauuga
KanbLueBoro obMeHa nponucxoamT Npu ageksaTHOM
3aMeCcTUTENbLHON Tepanuu.



Jleduenue XHH

Kak nepBUYHOWU, TaK N BTOPUYHOU
HanpaBfneHo Ha 3aMelleHne HegocTaTKa
KOPTUKOCTEPOMOOB N NPU BO3SMOXXHOCTU Ha
NUKBMOALMIO NAaToONOrM4yeckoro npotecca,
BbI3BaBLLUEIO NopaxeHne Haano4Ye4yHnKoB
(nevyeHwne Tybepkyrnesa, cencmuca u ap) nnu
rmnoTanamo-runodu3apHon CUCTEMDI



JledeHMH e:

3amecTuTenbHasa Tepanua nepsnyHon XHH nogpasymeBaer
obsA3aTenbHOEe KOMOMHNPOBAHHOE Ha3Ha4YeHMe npenapaTos
[THOKO- U MUHEPASIOKOPTUKONOOB.

CoepemMeHHasi 3amecmumeribHasi mepanus
MUHepaJioKopmukKkoudamu nogpasymeBaeT
MCronb30oBaHWe TONbKO ogHOro npenaparta 9anbda-
doTopkoTmnsona (koptuHedd). HazHayvaeTcs oauH pas B
cyTku B go3se 0,05-0,1mr (makcumaneHo 0,2Mr) exxegHEBHO
YTPOM.

o Kputepuun agekBaTtHOCTU Tepanum KOpTMHEPPOM:

= - HOpMaribHbIE YPOBHU Kanusa n HaTtpua nrasmol

= - HOpMarbHbIA NN YMEPEHHO NOBbLILLEHHBIN YPOBEHb
aKTMBHOCTW PEHMNHA NMna3mMbl

= - HopmaneHoe A/l

= -OTCYTCTBME OTEYHOCTWU, 3a4EPXKKN XKNOKOCTU (MPU3HaKK
nepeno3npoBKU Npenapara).




JledyeHMHN e:

= JamecmumernbHasa mepanusi F'KC: B Ka4yecTBe
[MIOKOKOPTUKONOHOrO KOMMNOHEHTA Tepanum MoryT
Ha3Ha4yaTbCcAa pasnuyHbie JIC, npmn 9TOM HY>XXHO UMETb

BBUAY-:
LUMpKagHbin xapaktep cekpeuun ['KC B Hopme

KOPOTKMW Nepuno Nosy>XKNM3HN eCTECTBEHHOIO U
ocHoBHoro [ KC vyenoBeka koptusona u ero JI1C

OTCYTCTBME OOBLEKTUBHLIX (NTabopaTopHLIX) KPUTEPUEB
ajekBaTHOCTU 3amecTtuTenoHoun Tepanun [ KC.

o Haunbonee ncnonb3yembll B MUPE ABMAETCS
TabrneTupoBaHHbLIN TMOPOKOPTU3OH (KOpTEX) KOPOTKOro
OEWUCTBUA C OBYX- UM TPeXpasoBbiM peXUuMom npuema.
Pexe ncnonb3yrT KOpTU30H-aueTaT. VI3 npenapaToB
cpegHen NPoaoMKNTENBHOCTN OENCTBUA — NPEAHMNI30NOH.



JledeHMH e:

[lo3a npenapaTtoB 3aBUCUT OT TSXKECTU 3aborneBaHus,
CTEMNeHn KoMneHcaLuu.

= [1pn nerkon doopme XHH — kopTtedd 15Mr B CyTKK

= [1pn cpegHen TAXeCTn n Tskenom popme — 00bIYHO
KOMOUHMPOBAHHaA Tepanua Kkoptedd unm
KOpTM30na awerarT, npeaHn30sIoHa u
MWHEepanoKopTUKONO0B

= [1pn BbipaXxeHHON geKoMreHcaumn nepesoasT
60fbHOro Ha B/M MHbEKLUN TMOPOKOPTU30Ha 3-4
MHBbEKUUN ao 75-100Mr B CyTKM.



JledeHMH e:

Kputepuun agekBaTtHocTu Tepanuu [[KC:

= MUHUMarbHO BblpaXXeHHbIe Xarnoodbbl Ha crabdbocTb
N HU3KYIO paboTOCNOCOOHOCTL

= OTCYTCTBME BbIPaXXEHHOW rmnepnurmeHTaLmnm
= nopgep)kaHne HopMarbHOM Macchl Tena

= OTCYTCTBME TUMNOIMUKEMUYECKUX COCTOAHUN,
HopMmanbHoe ALl

1 p 0 r H 0 3: 3aBUCUT OT ycrnexa NPOoMUNaKTUKN U
JIE4YEHUA OCTPOro rmnoKopPTULIN3Ma



