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CUHOHUMBL

* renartouepebpasibHaa AUCTpoOPUS
* FenaToneHTUKynapHaa gereHepaums
* 6onesHb BunbcoHa
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OnpepeneHue

Taxenoe HacneacTseHHoe
nporpeccupyrolliee cCUcTemHoe
3a60n1eBaHUe, BO3HUKaAroLWee U3-3a
HapylweHusa metabonmsma meam u
XapaKTepusyhollieecs covyeTaHnem

LMppO3a NeyeHu ¢
AereHepaTUBHBIMU U3MEeHeHUSMU

6a3anbHbIX MGHrNUes,

npeumyLLieCTBeHHO
YeuyeBuLeobpasHbIX a4ep.



3 uctopum

- 1883r.,1898r. - C. Westphal u A. Strumpel
onucanu 3aboneesaHue, HasBaHHoOe
«NCeBAOCKNEPO30M>» 3a KIIMHUYeCKoe
CXOACTBO C pACCEAHHBLIM CKNepO30M.

- 1902r.,1903r. - B. Kayser u D. Fleischer
OTMETUNU OTNOXeHUe cepoBaTo-byporo
NMUrMeHTa B porosuLe y 60nbHbIX €
noaobHoM cumnTomaTukom (KonbLo
Kasepa-&nenwepa)




N3 uctopum

d 1912r. - S.A.K. Wilson onybnukosan paboty, rae
AAN ONUCAHWE KIUHUYECKOU CUMMTOMATUKU HOBOIO
3a60/1eBaHUS, XAPAKTEpU30BABLUErOCS COYeTAHHBIM
nopaxeHuem rneyeHn U mosra - Nporpeccmpyrollem
renaToneHTUKYapHOM AereHepalmen.
Mopmponoruyecku onpeaenanucb AByCTOPOHHUE
U3MeHeHUs YeuyeBunLieobpasHbIX a4ep, B NeYeHuU -
LIMppOs.

1 1960r. - H.B. KoHoeanoe onucan ocHoBHbIE
KITMHUYeCcKue npossrieHus 3abonesaHus, nokasan,
UTO U3MEeHeHUs B MO3re HOCAT AU XY 3HbINU
XapaKkTep U co3aan noApobHyHO OpUTrUHANBHYHO
Knaccuomukaumro 6onesHu.




PacnpocTpaHeHHOCTb

* 1 cnyuam Ha 50000-100000 & CLLUA

* INLA MYXCKOIO U XeHCKOro nosna
3a601eraroT C OAUHAKOBOU YaCTOTOU
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[[eHeTUYeCckuU AegeKT

- siokyc —13q14.3
° MMN Hacrie4oBaAHUA — AQYTOCOMHO-
peLieCCUBHBIN

- 6eslok - MeAbTPaHCNOPTUPYHOLLAS
AT®a3a (yyacTeyeT B CUHTe3e
LiepynONNasmuHa)
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TTaToreHes

HapylweHue obpasosaHuUs
LepynionnasmuHa (cea3bIBaeT meab
B KPOBU) U 3KCKpeuuun meaum C
Xenubro | oTnoxeHwe meaum B
opraHax u TkaHax (B nepeyro
ouYepefb B NeYeHU U FOSTOBHOM
mo3sre) [l BbIcOKas LUTOTOKCUYHOCTD
Meau; Npu HapyLlweHUU PyHKLUU
neYyeHn — ayTOUHTOKCUKALUS
npoAyKTamMu pacnaaa 6enkos.
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TMTaTonoruveckas
aHATOMUA

onosHOU MO3I: KUPMUYHO-KpACHbIE
6asanbHbIE FAHM UK, pasMsaryeHue
YeyeBuLLe0bpasHbIX s4ep, 0CObeHHO
CKOpnynbl ¢ 0bpazoBaHUEeM MenKkux
KUCT U CMOPLUUBAHUEM,
nospexaeHue Apyrmx noAKOpPKOBbLIX
anep.




TMTaTonoruveckas

aHaToMmms

* YMeHblleHue neyeHu
(aTpodPUYecKkum LmMppos)
* YBenuyeHue ceneseHKuU

- OTnoxeHue meaum B porosulie,
umeloullee XenTbIn, 3erneHbIn Unu
KOpUUHeBbIU LBeT (Konbuo
Kansepa-®neviwepa)
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CseToOBAGS
MUKpPOCKONUA

B ronosHom mosre— rubenb HepoHOB,
AKCOHasbHas AereHepauus,
nosiereHme NpoTonasMaTnyecKkmnx
acTpOUMUTOB, MUK AnblUremmepa
(KpynHbIe, 6e3 LMTONNA3MBL rosibie
aAapa, U3 ObbLIYHLIX ACTPOLIUTOB),
knetok Onanbckoro (KNneTku ¢ oueHb
601bLUIUM TEeNOM, CO CMOPLLEHHBIM

aAPOM).




CseToOBAGS
MUKpPOCKONUA

B neueHu - yepenosaHue yuvacTros
HOPMAJSIbHOW TKAHU C YYACTKAMU
Hekpo3a U OCTPOBKAMU pereHepaLmu.

B noukax - AereHepauma anutenuna
KaHasnbLes.

B cocyaax - pasmHoXeHue KneTok
GABEHTULMU U SHAO0TENUS C
OT/I0XeHUemM B HUX NMNnuAos =>
ATOHUA COCYLAOB, MHOXECTBEeHHbIEe
CTa3bI, NEPUBACKYIIPHBLIU OTeK,
remopparum.




DNeKTpoHHaN
MUKpOCKONUA

* BKJTHOUYEHUd meaum B umtonsiasme
renatoumToB, B KJ1eTKaxX anntesniug
noveyHbiX KaHasibLes

* OTNOXeHue NUNogyCcLUUHa U3s-3a
OKUCI1eHUS NTIU30COMASTbHBIX

JINNUNA0B.




KnuHuKa

ComaTuyeckue nposiBreHus:

* KOSIbLIO XeNToro, 3eneHoro unu byporo
LiBETa MO Nepugepumn porosou 06010UKM
(konbuo Kamsepa-&neuwepa)

* KeJ1ITOBATO-KOpUYHeBAd nmurmeHTaum4
KOXU Tynosuwa un aimua

* renatocnseHomeranus, UMppos neveHu
NN XPOHUYECKUU renaTtuT

* KaJfIbKyne3HbIUW XOoneuncTuT
* PeaKTUBHbIW NMAHKpeaTUT




KnuHuKa

ComaTuueckue nposisrieHUs:

* FIOMepyJIoHemPpUT, Metabonuyeckas
HemponaTtug

* reMonnTmUYecKkas aHemus

* YMeHblUeHUe obbema ABUXeHUU B CyCTaBax
(KOHTPAKTYpbI U GHKUO3bI CYCTABOB),
CUCTEMHbIW OCTeonopo3, NAaTonoruyeckme
nepeniombl




PorosuuyHoe konbuo
Kausepa - neuvwepa
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bone3Hb BunbcoHa
 (renaToneHTHKyNApHaA
nereHepauna) Konbuyo
Kanszepa-Onenwepa
OTnoxeHwe Medun B
necuemetoeon obonoyke
poroeuuyel ObpazoeaHue
KONbLA HAYMHABTCA C
DEBYX NATEH PXKABOO
UEETa, PACNONOKEHHbIX
Ha b 1 12 vacax.



















KnuHuKa

Hesponoruyeckuu craryc:
* HapyLeHUa CO3HaHUA
(neyeHouHaa Koma)

* 0MaroBbIe CUMMNTOMBI CO CTOPOHbI
YepenHbIX HepBOB
(nT03, acummeTpus nuua)

* 6ynbbapHbLIN U NcesaobyibbapHbLIN
CUHAPOM

* MUpammgHblie 3HAKU




KnuHuka

Hesponoruyeckuu cratyc:

*OpaxeHue 3KCTpanMpammaHou
CUCTeMbL - TUnepKUHesbI (XopeoaTeTos,
TpemMop, AUCTOHUA), TMNOTOHUSA UK
NOBbILWEHUE MbILWEeYHOro TOHyCca no
TUNY «3ybyaToro koneca», atakcus,
An3apTpusa, bpaaukuHesus,
rmno-/ammmma nuua




KnuHuka

Hesponorudyeckuu cratyc:
* HapylueHe BLICIIMX KOPKOBBIX

pyHKUUM (bpaamnanus,

bpaamncuxums)
* HapyleHUs UHTenneKTa:
YMCTBEHHQas OTCTanocCThb,

ad

0C

DEKTUBHbIE HAPpYLWEHUA

noesepneHund




KnuHuka

OcobeHHocm 3nunenmyeckux nNpUcnynos:

* BO3pAcCT AebroTa — 3aBUCUT OT POPMbIL
3060,1eBaHUA

* napumanbHbIe NPUCTYNLI - NPOCTbIe
(MOTOpHbIE, MCUXOMOTOpbIE) U CNOXHbIE
(c aBTOMATU3IMAMMU, C BTOPUYHOU
reHepanusauuen)

* FeHepanIN30oBaHHbIE TOHUKO-KNOHUYECKMue
NPUCTYNbI, A6CAHCHI

* BOSMOXHO CTATyCHOEe Te4eHune




Knaccugpukauumsa
(no H.B. KoHoeanosy)

[l bprowHasa gpopma

[ PurnaHo-aputmormnepkmuHeTuYyecKkas
(paHHsag) popma

HdpoxatenbHo-purnaHas mopma
[poxaTtenbHaa popma
IKCTpaNnUpammaHo-KopKkoBas popma
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1.bprowHas opma

* MaHumecTupyeT B BO3pacTe Ot
5p017 ners
NpeHeBpOosIornYecKou CTaamm
60s1e3HU HECKOMbKUMU
BAPUGHTAMU NMOPAxeHUs
neyeHu.

* YacTo npuHUMaeT ocTtpoe
TeyeHue U 3akaH4mnBaeTCs
neTanbHoO A0 NOsBMEHUS
HeBpONOrnyeckux
CUMNTOMOB.




2.PurnagHo -
apumorunepkyuHenmyeckas,
U paHHas opma

- MaHumpecTupyert B Bo3pacte ot 7 ao 15 ner
APUTMUYHBIMU FTUNepkuHe3amu, (TOpCUOHHO-
AUCTOHUYECKUE UNU XOpeoaTeTouAaHbIe), B pa3siNYHbIX
MBILWEYHBIX rpynnax (KOHe4YHOoCTU, TynoBuULLEe,
MbILULbI, OTBETCTBEHHbIE 3a ApTUKYNALUFO U
rNoTaHWe), NPUBOAS K AU3APTPUU U AUCHATUM, C
pe3skumm bonamu.

- bbICTpO HapacTaeT MbIlWweyHas pUrnaHocCTb,
POPMUPYHOTCA KOHTPAKTYPLI U GHKUO3bI CYCTABOB.

* JlMUO AMUMUYHO, UCKAXEHO 3aCTbIBLIEN FPUMACOW.

*  YMepeHHOe CHUXeHUe UHTenNNeKTa, CyA0POXHBIN cMeX
U nnau.

AP@eKTUBHbIE HapyLleHUs, 3nunenTuyeckue
ApUNAAaKU.

BbrpaxeHHbIe BUCLepanbHble NpossreHus.
Be3 neveHus netanbHbIN UCXoa Yepes 2-3 roaa.




3. poxanenbHo -purnaHas
gopma

- Camas vactas popma

» OpHoBpemeHHOe passuTue pUrnaHoCTU U
Tpemopa (2-8 apoxaHuu B 1 cek; ycunueaetcs
NpU CTATUYECKOM HaNpseHUU MbIwl,
ABUXEHUSX U BONTHEHUAX U UCYe3aeT B Nokoe U
BO CHe; 3aXBATbIBAET KOHEYHOCTU, FoSoBY,
TynoBulle; MOryT 6bITb aTreTouaHbIe U
XOpeumOpMHbIE MMNepKUHesbL).

- bonee nosgHee Hauano (ot 15 no 25 nert) u
bonee nobporavyectseHHoe TeyeHue (5-6 ner).
XapakTepHbI ancgarus n amsaptpud. B oaHux
CIyyasx - MNApKUHCOHOMNOAOOHBIN CUHAPOM

=T (pUrMAHOCTb U MeHee BbIpaXeHHLIN TpeMop), B

~ :.l APYrUX — TPemop BbIPAXeH CUusbHee

PUFUMAHOCTM.



4. OdpoxanenvHas gopma
(popma Becmpans)

+ Hawnbonee pobpokadectseHHoe TeveHue (10-15

net) u nosgHee Havano (20-25 ner, peako - B
40-50 ner).

+ Tpemop - npeobnanaromm CUMMITOM, pesKo
CUNUBAFOLLMIACA MO Mepe NPOrpeccUpoBaHUs
one3Hu (CTaHOBUTCA KpPYNHOAMMUTYAHBIM C

PE3KO BLIPAKEHHBIM UHTEHLMOHHLIM
KOMMOHEHTOM; npu NIF060U NOMLITKE AKTUBHOTO.
ABUXEHUa HapactaeT Ao CTeneHn ABUraTesibHoU
6ypu - reHepannU30BAHHLIM XapakTep).

*  MbIWeYHBIN TOHYC He U3MEeHeH UMY CHUXeH.
NHTennexkT anutensHoe spems coxpaHeH. B
KOHUe 60Me3HU - pUrnaHoOCTb, U3MeHeHUs
NCUXUKU (aPPeKTUBHbIE paCCTPOUCTBA), AMUMUA,
bpaaunanus, anunenTUYecKkue NpUnNasku.




5. 3kcnpanupamumaHo - Kopkosas
¢gpopma

- Camas pepakKas

. Passmsaejcsl TONbKO U3 Nroboun
OCHOBHOW (POPMBI.

- NnutenbHocTb— 6-8 ner.

* K TUNUYHBIM HapyLweHuam
npUcoeauHaroTCS
anonfeKTUPOPMHO pa3suBLLUECS
NUpaMuaHbIe napessr,
3NunenTuYeckue Npunaaku.

* bbICTpO NporpeccupyroT CHUXEeHue
UHTenNnekTa u apyrue
NCcUXUYecKkue HapylueHus.




Ctaauu TeuveHus
3abonesaHus

T KnuHuyecku beccuMnToMHasa crtaams

IT BucuepanbHbIe NposBrieHUs reMosIuTUYeCcKkou
aHemuu

ITA TTpucoenuHeHue reMonUTUYECKUX KPU3OB
ITb TTpucoeanHeHue neyeHOYHOU HeaOCTATOUHOCTU

ITT ObpasosaHue pparmeHTOB KonbLUa Kamsepa-
®nevwepa

IV TTonHoe qpopmupoeaHue konbua Kansepa-
®neuwepa, NnpucoenmHeHUe HeBpOIOrUYeCKOU
CUMNTOMATUKU




HuarHoctuka

- Obwmu aHanu3 Kposm:  TUMNOXPOMHGS
aHeMus, NemKkoneHus,
TpombouuTOneHus.

- buoxumudeckuii aHanus Kposu:
CHUXeHWe YpPOBHS LiepyionnasmuHa
6onee Yem Ha 50% OT HOpmbI (HUXHAS
rpaHuLa Hopmer 1,3 mmons/n) (ero
HOpMarsibHbIe 3HaYeHUs He UCKMHoYaroT

60ne3HW); NoBbIWeEeHUe YPOBHS
bunupybuHa, AINT, ACT, LS.




HuarHoctuka

- buoxumuuyeckuid aHanus moyum: Kynpyp
(6onee 100 mr meau B CyTOYHOU Moue),
AMUHOALUAYPUS, FHOKO3YpUS,

poCPaTypus, ypatypusa, NnpoTenHypus.

- Ocmonp ogpmanbmoJsiora:
porosuyHoe konblo Kavisepa-@neunwepa
(BU3yanbHO UK NpyU NOMOLLUU LeneBou
namnbl).

- ¥Y3U opraHos 6prowHou nosochw:
MNPU3HAKU LMppO3a NneveHU, KanbKynesHoro
X0neuucTuUTa, peakTUBHOIro NaHkpeaTmTa.




HuarHocTuka

- I3
v 3amennieHue OCHOBHOU aKTUBHOCTU
v/ 3NUNEeNTUPOPMHAA AKTUBHOCTb:
reHepasiIn30BaHHbIE UMUK pernoHapble

KOMMNJeKCbI OCTpas-mearieHHas
BOSIHA, NOSUCNAUKU

v/ pervoHanbHaa meaneHHOBOJTHOBAS
akTUBHOCTbL (TeTa-, AenbTa).

¢/ MonekynapHo -reHemmyeckoe
uccriegosaHue.



HuarHoctuka

- MPT: atpopuyeckme nsmeHeHus
6onbWKMX NOSMYLAPUN FTONOBHOTO
mosra, B T1-s3selwleHOM pexume—
MTMMNOUHTEHCUBHOCTb, a B 12-
B3BELUEHOM pexmme—
FMMNEPUHTEHCUBHOCTb 6a3anbHbIX
FAGHrnNues U Apyrux noAKOPKOBLIX

CTPYKTYP.

- [l peHamanbHas anarHocmmka:
He pa3paboTtaHa us-3a 6osbWworo
Konu4yecTea MyTauun.




HuarHocTtuka

* TUNOUHTEHCUBHLIU
MP-curHan
CKOpAYnbI Ha
T1-83BeweHHOM
usobpaxeHuu.




AuppepeHumanbHbIU
ANArHO3

% TopCUOHHasa ANCTOHUS

< HOHOWeCKUU NAPKUHCOHU3M
< TlocneacTBua sHUepanUuTa
% PacceaHHbIU cKNepos

% Pa3nuyHbie BUALI renatuUTos,
Hecneummpuyeckme LUmMppossl
(6prowHas popma)




JlevueHue

D-neHuumnnamuH (KynpuHUn, apTamuH,
MeTannKkanTasa): TMONOBLIU Npenapat, CoOAepXalLUia
CynbmruapunbHele rpynnsl, obpasyrowme
KOMMJIEKCHI C TAXesNbIMU MeTannamu.

Bornyckaetca B Tabnetkax u kancynax no 0,15r unu
0,25r.

HasHauaeTtca BHYTpb 3a 30 MUHYT A0 eabl UnU Yepes
2 yaca nocne no 20 mr/kr/cyT

Cxema neveHus HUWN Hesponorum PAMH: 0,25 r
exefnHeBHO UNU Yepes deHb B TeueHue 1-2 Hepgenb,
3aTem nosbIweHue Ao3bl Ha 0,25 r 8 Hepenro po
1,25-15 r B peHo.

TTob0ouYHbIE 3(PPeKThI: AePULUT BUTAMUHA Bb,
KOXHQas CbIMb, XenyAo4YHO- KULeYHbIe HapyLleHus,
obnbiceHUe, annacTuYecKkas aHemums,
rNoMepyrioHeppuT.

Nnn Yrutuon no 5-10 mr/kr/cyT sHyTpb 30 30 MUH _
00 efbl U Yepe3 2 Yaca NOce efbl B TevyeHue Bcen
KU3HU.



JlevueHue

HueTa c orpaHuyeHuem B nuLe meau ao 1
mr/cyT. UcknrouaroTca: nedeHb, NOYKM,
MO3rU, Kpabbl, MOpCKUE MONNHOCKM, 606bI,
ropox, opexu, WoKonaa, rpubsbl, Kakao.

TTpenapartbr uMHKa: auetat uuHka - 50 mr
3 pa3a B AeHb 3a 30 MUHYT A0 eabl Unu
200 mr cynbgarta UMHKa 3 pasa B AeHb.

TpuaHTuH 250 mr 4 pasa B AeHb 3a 1 yac
A0 enbl Unu Yepes 2 yaca nocrie eapl.

A3TT: Banbnpoarsl , 6eH30AMA3ENUHBL.

CuctemaTu4ecku: BUTAMUHLI rpynnbl B
goco6eHHo B6), aHTMOKCUAAHTLI
ackopbuHOBAS KUCNOTA, BUTAMUH E,
3cceHuUumane).



TTporHos

B oTHOWeHWW BbI3AOpOBIIEHUS —
TaxenbIv (90% 60nbHBIX YMUPArOT A0
30 neT), HO Ha POHe neyeHus
HabnroaaeTca NoNoXmuTenbHas
AVHaMUKa (Yepes 12-24 mec
YMeHbLIAroTCa HeBpOonormyeckume
CUMNTOMbI, Yepe3 6-8 mec ucyesaer
konbuo Kansepa-&neuwepa.




N

Cnacubo 3a
sBHUMaHuelll
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