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KnuHuka

- CnabocTtb

- 3yA

- lNopTanbHaga runepteH3ud

- OcTeonopos

- KcaHTOMbI

- Hdedunuunt xmpopacTtBOpMMbIX BUTAMUHOB
- VIHpekuma moyeBbIx nyTen

- 3nokadecTBeHHbLIE HOBOODOpa3oBaHMA

- [unepobunupydnHemuns

- ['mnepxonectepnHemms -




BoigensatoTt 4 mopdgonoruyeckue cragum
NbL:

- cTagusa 1 (nopTanbHas) - socnanutensHas A4eCTPYKUMS
MEXO0MbKOBbIX Y CENTanbHbIX XENYHbIX NPOTOKOB;

- cTagusa 2 (nepunopTanbHas) - nossnsetcsa nponundepaums
YKEMYHbIX MPOTOKOB M PeayKLMS XEMNYHbIX MPOTOKOB, B CBS3W C YEM B
neveHn oBHapPYXNBaKOTCH NPU3HAKM X0NecTasa;

°* CTagaud 3 (CeI'ITaJ'IbHaFI) — oTnunyaeTcsa pubpoTnyecknmmn
n3meHeHnaMun 6e3 obpasoBaHus y3rnoB pereHepauunm;

* cTagms 4 (LMPpPO3) - mopdonornyeckas KapTrHa BbIPaXXEHHOro
MWUKPOHOAYNAPHOro LMppo3a C HapyLleHUeEM apXUTEKTOHNKN NeYeHU U
doopmMunpoBaHMeM pereHepaTopHbIX Y3n0oB Ha POHE BblpaXKeHHbIX ~
dbnbpoTrUYECKNX NUBMEHEHUI, MPU3HAKK NEPUDEPNYECKOTO U
LEeHTpasibHOro xonecrasa.




B TeyeHuu Bl BbigensioT
KNMUHUYeCKUe crieayrouime ctagum:

* QOK/IUHU4YecKass cmaous, Npu KOTOPOW y
nauneHToB onpegensetca Hanndme AMA npu
HOpMarsibHbIX ODMOXUMUYECKUX NOKa3aTeNsIxX
doyHKUNN NeYveHu;

* HaYyalsibHas cmaous, Koraa KnnHn4yeckune
CUMMNTOMbI OTCYTCTBYIOT, TabopaTopHbIe
NPU3HaKKN Xoriecta3a He BbIABMAIOTCA U
60ne3Hb MOXHO 3anog03pUTb HA OCHOBAHUN ~
BbiaBneHns AMAB CbIBOPOTKE KPOBW.




« Bo emopolu cmaduu npv oTCyTCTBUN KIMHNYECKNX
NPOABMEHUN MOXXHO OOHaPY>KNTb NOBbILLEHNE YPOBHS
LenoyHou doocdatasbl (LLUP) B 2-3 pasa, y-
rmoTamunTpancnentugassl (I TT1), nenymHammHonenTuaasbl
(JTAIT), xonectepuHa (XC), noBbiliaeTtcs ypoBeHb AMA B
OANarHoCTUYEeCKOM TUTPE NPU HOPMaribHbIX NoKa3aTenax
dYHKUMOHArbHbIX MNEYEHOYHbIX TECTOB (KpOME CUHApPOMa
XornecTtasa).

B MPGMbeﬁ cmaouu ua dooHe yxyaLeHus
COCTOSIHUA DONLHOro M NporpeccupyroLen crnadbocTu
NOABMAIOTCA Ppa3BePHYTbIE KITMHN-YECKMNE NPUSHAKN |
XonecTasa.




YeTBepTasa ctagus xapakrepusyeTtcs

MeaNeHHbIM pa3BUTUEM AEKOMMNEHCUPOBAHHOIO Linppo3a nedvenu (LiM):
nporpeccupyroaskenTtyxa, Kaxekcusi, NposiBNeHnA nopTasibHOU
rmnepTeH3un. 3ya KOXXN B TEPMUHANbLHOW CTagnm YacTo ocriabeBaeT unu
ncyesaeT npu nporpeccupyrolen ne4eHOYHO-KNeTo4HOM HegoCTaTOYHOCTH.

[TurmeHTauma KOXX1U YCUNUBaEeTCs, oNpeaenaTcs NAOTHbIN OTEK KOXW (rmnep-
Kepartoa), Kak Npu ckrnepoaepmMun.

HapyLleHune cekpeumnn xxenvm npnsognT K aTpodum BOPCUHOK TOHKOW KULLIKK
N pa3BUTUO CMHOPOMA Manbabcopbunm XXNpopacTBOPUMbIX BUTAMUHOB (A,

L, E, K).

[1o Mepe HapacTaHua xonecTtasa nporpeccupyeT gmapes, kpeaTtopes, =
cTeaTtopesi, 0OCTeONOpPO3 C OcTeoMansunuen n NnaTtosiormM4eckumMmm
nepenomamm, kcepodranbMma N remopparnyeckum CUHLPOM.




- [lnarHos noareepxgaetca NyHKLMOHHOM Broncuen
Nne4YyeHu.

- [lepunopg ot BbigsBneHna AMA B CbIBOPOTKe KpOBM A0

N3MEeHEeHUN N1abo-paTOPHbIX TECTOB COCTaBNSET
oKosno 6 ner.




Bo BTOpOou cTagun

Haunbonee xapaktepHbIM HadanbHbiM cumnTomom MNbLLy 50-64% 6ornbHbIX
SIBASETCA 3y KOXW, HA MHOTMe robl onepexaroLwwni pasBuTme XenTyxu.

3ya BHa4Yane MHTEPMUTTUPYIOLLNIA, @ 3aTEM NOCTOSHHbIW, YCUITMBAIOLLIMNCS B
HOYHOE BPEMS: HA KOXE CMnHbI, beaep, pyk UMEKTCS Criedbl pac4ecosB, YTo
CYLLIECTBEHHO CHMXAET Ka4yeCTBO XN3HU 00sbHbIX [MBLL.

Hepeako 3y Koxu, npogosrkatowmncs ot nonyroga oo 5-10 net

(00 NosIBNEHUSA XONecTaTUYeCcKoU XenTyxu), bbiBaeT eANHCTBEHHbBIM
CUMMTOMOM BONE3HU N MOXKET HE COMPOBOXAAaTbCA renatoMeranuen, XKXenT

yxm\ -
eHoBeretTatmBHbIM CMHAOPOMOM. \ \\F




- Kerimyxa voxeTt oTcyTcTBOBaTH B Hayane 3abonesaHus,

HO nosiBNsieTcs Yepes 6 MmecsLeB — 2 roga nocre
BO3HMKHOBEHUS 3yaa.

- Xerimyxa - nosgHuii npusHak MBLl, HapacTaeT meaneHHo.
B 25% cnydaeB o6a cmmnToMa BO3HUKAOT OQHOBPEMEHHO




[lepBbIMY NPOABNEHUAMM
3aboneBaHnA MOryT ObITb

- H6onb B NnpaBoM nogpedepbe, Horaa ¢ IMXopankomn,

. MOSIBIEHNE KOXHbIX KCaHTenasM (oTrnoxeHue rmblbok xonectepmHa) B 06nacTu
BEK, TaJOHEN, MOKTEN, AaroauL, 0onb B cycTaBax 1 MblLLLAX.

- TeMHO-KOpUYHEBAs NMMTMEHTaLUS KOXN (MenaHoaepmus) BHa4varne nosiBisgercs
B obnacTu nonartok, a 3atemM ctaHOBUTCA Anddy3Hon, nmeet mecto y 53%
BONbHbIX YXXe B Ha4arnbHbIX CTagusax 6onesHu.

- MeaneHHo HapacTaLas XxonecraTmiyeckas Xxenrtyxa ¢ yMepeHHom B
HavarnbHbIX CTaaMUAX KOHbOMIMPOBAHHOM rMNepounnpyobnHeMmnen MoxeT ObiTb
oaHuM 13 nepBbix cumnToMmoB Yy 50-60% 6onbHbIx [NBL.

- B cpegHem o nosiBneHnst nepBbIXNe4eHOYHbIX KIMMHUYECKNX MPU3HaKOB
npoxoaunTt 5 ner, ~

a0 pasBuTuUda TepMmuHanbHon ctaaum bonesnn — 10-15 ner.




B TpeTben ctaguu

CONPOBOXAAETCSA MYyYUTENBHbLIM KOXHbIM 3y0M, MHTEHCUBHOM XXENTYX0WN CO
cnegamm pac4ecoB Ha Tene, KOXKHbIMWU KCaHTOMaMK, KcaHTenasmamu,
KOTOpbl€ MOryT NPMBOAMTL K NapecTe- 3UsiM B KOHEYHOCTSX 3a CHET pas3BUTUS
nepudepunyeckon nonuHenponatum (y 50% GonbHbIX.

Hann4yme renatomMmeranum, 4acTo Co CnyIEHOMEeranuen n rmnepcnyIeHN3Mom.
axonn4YHbIN CTYN, coaepXaLlum crnenbl CTepkobunuHa

TEMHO-KOpPUYHEBAast Mo4a (C MONOXMUTENBbHOM peakunen Ha bunmnpyomnH),
CUMNTOMbI AeULNTA XNPOPaCTBOPUMbIX BUTAMMHOB (remeparnonus,
OCTEO0MNOPO3, CMIOHTAHHbIE NEePEIOMbI, CKOMb3SILLNE MEXNO3BOHOYHbIE ANCKN,
reHepanu3oBaHHas KOCTHast 00s1b, CKIMOHHOCTb K KPOBOTOUYNBOCTU, UBMEHEHUS
CBEPTbIBAHMA KPOBU, CTEATOPES).

NOPaXXeHMSA KOXN: CXOAHble C BUTUITUIO o4arn gennurmeHTauum — «naydou >

NATHa», UMM cnangepbl Ha CepoBaTO-KOPUYHEBOM DOHE KOXW, nanyre3Hasa u
Be3unKyresHas CbiMb.
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Ha no3aHux ctagusax Nbll

OoCTeoMarnsuusi,0oCcTeonopos n nepuoctaribHoe HoBoobpasoBaHME KOCTU
(yBenunyeHme KoHUEBBLIX ddanaHr nansues — 6apabaHHble Nano4yku).

OcTeonopo3s BbipaXeH B NO3BOHOYHUKE, pebpax, KOCTSX Tasa

HepeaKo CONPOBOXAAETCA KOMMNPECCUOHHbIMW NepenomMamm
HUXKHErpYAHbIX M NOSICHUYHbIX MO3BOHKOB, pebep, Tpyb4aTbiX KOCTEN

NHTEHCUBHAs 60sb B MO3BOHOYHUKE ABMSIETCA CUMMTOMOM MNO3OHUX
ctaguu MNBLL.




YeTBepTasa ctagus xapakrepusyeTtcs

MeaNeHHbIM pa3BUTUEM AEKOMMNEHCUPOBAHHOIO Linppo3a nedvenu (LiM):
nporpeccupyroaskenTtyxa, Kaxekcusi, NposiBNeHnA nopTasibHOU
rmnepTeH3un. 3ya KOXXN B TEPMUHANbLHOW CTagnm YacTo ocriabeBaeT unu
ncyesaeT npu nporpeccupyrolen ne4eHOYHO-KNeTo4HOM HegoCTaTOYHOCTH.

[TurmeHTauma KOXX1U YCUNUBaEeTCs, oNpeaenaTcs NAOTHbIN OTEK KOXW (rmnep-
Kepartoa), Kak Npu ckrnepoaepmMun.

HapyLleHune cekpeumnn xxenvm npnsognT K aTpodum BOPCUHOK TOHKOW KULLIKK
N pa3BUTUO CMHOPOMA Manbabcopbunm XXNpopacTBOPUMbIX BUTAMUHOB (A,

L, E, K).

[1o Mepe HapacTaHua xonecTtasa nporpeccupyeT gmapes, kpeaTtopes, =
cTeaTtopesi, 0OCTeONOpPO3 C OcTeoMansunuen n NnaTtosiormM4eckumMmm
nepenomamm, kcepodranbMma N remopparnyeckum CUHLPOM.




B yeTBepTOn cTagun

- [leyeHb cTaHOBUTCSA OFPOMHOW, 3aHUMAET NpaBoe 1 NeBoe nogpebdepsbe,
HapacTaeT crnfieHoMeranusa ¢ rmnepcrnyeHn3Mmom,

* NMNOABITIAETCA BapUKO3HOE pacCllUnpeHne BEH nuleBoa.

- ACUNT NOABNSIETCA PeAKO, B CAMOM KOHLIE TEPMUHANbHOM CTaann
3aboneBaHus.

- BonbHbIE NOrMbaloT OT ABNEHUN NeYEHOYHO-KINETOYHON He4OCTaTOYHOCTN,
KPpOBOTEYEHUS U3 pacLUMPEHHbIX BEH NULLEBOAA, MATONTOMMYec-Knx
nepenomos.




« Y 15% 6onbHbIX BbIAENAOT beccmmnToMmHoe TedeHue NBL,

XapaKkTepusyrLleecs oTCyTCTBMEM cneumndnyeckon KNMHNYeCcKou
CUMMOTOMATUKMN.

« MpubnusntensHo y 30% nauneHToB MOXET onpeaenaTbCs
renatTomeranus 6e3 cnneHomeranum, MHoraa B AanbHenLWwem
noBbILLIaTCsA Mapkepbl xonecTasa (LL® nnun unmnpyoumnH) u AMA.

- MpopomxuTensHOCTb 3aboneBaHna npu beccumntTomHoOM TedeHnn — 10 ~
neT, Npn HanNU4YMn KIMHUYECKNX NPosIBNEHUN — 7 NneT.




Knaccudumkauma BHene4yeHOYHbIX
NPOSABIIEHUN N COYeTaKLNXCH
3aboneBaHuun npu NbL Bknrovaert:

« 3HAOKPUHHbIE (Y TOMMMYHHbIN TUPEOUOMT),
« 3K30KpUHHbIE (cnHApom LLlerpeHa, HegoCTaTO4YHOCTb NOAXKENYAOYHOW Kenesbl),

« remaronormdeckme (ayTouMMyHHasi TPOMOOUMTONEHUS,FeMonnuTn4eckas
aHemMus)

* KOXHbl€ (KpacHbIN NSIOCKMIA NLan), HEMPO-MbILLIEYHbIE U CYCTaBHbIE
(apTponaTtusa, MMacTeHusi, MUENUT),

* ro4yeyHble(rnomepynoHedpuT, NOYEYHbIN KaHanbUMeBbIM aunagos)
' « NneroyHble (hbndbposnpyroLLni anbBEONNT),
« KMLIeYHble (Uennakus, KonnareHoBbIN KONuT),

« ayTOMMMYHHbIe 1 apyrue (cnnapom PeinHo, cuctemHas cknepogepmusi, CREST-
CUHOPOM, CUCTEMHAS KpacHasi Bon4aHka, 4epMaToMMO3unT, NOSn-

MWO3UT, pEBMATONAHbIA apTPUT, aHTUAOCHONUNUAHBIN CUHAPOM).
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