i IGPDVI‘I"DIVI

OnnuapHbIn
LMPPO3

. m.H., mpodeccop, YnorieBa JI.
I.
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[ 1naH:

[TepBuyHBIN OMTHAPHBIN IIMPPO3 — OIpeieIeHHe

Inugemuonorus [1b11

Otuosorus [1bl1

[laTtorenes I1bl1]

Mop@donorudeckasi XxapakKTepHUCTHKA
Knnnauka [1b1]

Nuarnoctuka [1bL]

Jleuenwue I1b1]
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[TepBUYHbIV DUNHMaPHbLIN LUPPO3

XPpOHUYECKOe I'PaHY/IeMaTO3HO3HOE JeCTPYKTUBHOE
BOCTIA/TUTE/TbHOE 3a00/IeBaHHe MEXKI0IbKOBBIX U
CeNTA/IbHBIX Xe/TYHBIX IPOTOKOB ayTOUMMYHHOM
MIPUPOJbI, MPUBOZSIIEe K PA3BUTHIO IJIUTEJIbHOTO

xosecTa3a ¥ GOPMUPOBAHHIO IIMPPO3a HA MO3THUX
CTagUsIX.



/

INMaemMmnornorus.

3aboeBaHUe BCTpevYaeTCsl TPenMYyIIeCTBEHHO Y
YKeHIIIMH, Yallle B BO3pacTe cTaplile 35 JIeT.
OtanuutesbHast ocooeHHocTh [1Bl] — oTHOCHTEeIBHO
penKasi 3a601eBaeMoCTh My)X4uH (10—15% B 00111t
3ab6oseBaemoctu I1B11).



J10IT'A

HEN3BECTHA.

©Bo3MO)XHO reHeTU4eCcKUe
$aAKTOPBHI.
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IlaToreHes.

/

AYTOI/IMMYHHI)IG KJIETOYHBbBIC

peakiuu. (cnermuduyeckue
ayTOAHTHUTEIA).

Haanuuyue AMA

(QHTUMHMTOXOHAPUATbHBIE
QHTUTE/IA)

criequpUIHbIEe KOMILIEKCHI.



/
~— Mopdonornyeckas

XapaKTepucTuka

1) XpOHUYECKNN HETHOUHbIW
OECTPYKTUBHbLINA XONaHINMT — AyKTanbHas
cTagus;

2) nponudepauuns XenyHbiX MNPOTOKOB U
nepuayktanbHbi PnbpPo3 — AyKTynsapHas
cTagus;

3) dNdPO3 CTPOMbI NPU HANNYUN

BOCNanuUTenbHOU MHUNbLTpaLnmn
napeHXUMbl NeYeHu;

4) ULMPPO3 NeYvYeHu.



KnnHuka

KoyxHbIl 3y/1 — HamboJstee XapaKTepHBIH
Ha4Ya/IbHBI CUMIITOM. BHa4vane oH nmeer
IepeMeXarolUIUNCsa XapaKTep, 3aTeéM CTAaHOBUTCS
IMOCTOSIHHBIM, YCUJIMBAETCH MOCJ/Ie TeIJIOWU BAaHHDI
Y HOYbIO.

3aTeM MPUCOeIUHSIETCS YKeTYITHOCTh KOXXHBIX
IMTOKPOBOB U CKJIEeP.

Ha xo)ke TeMHO-KOpUYHeBasi TUTMEHTAIUS, Y
55% OO/ILHBIX Y)Ke B Hadasie 3a00JieBaHUs. DTO
CBSI3aHO C OT/IOXK€HHEeM MeJIaHUHa.



KenTtyxa xonecrtatnyeckoro Tmna,
MeaJ1leHHO HapacTatloLwlaga - paHHUN

cuMnToM 3aborieBaHNA (MEHee YeM Y
50 % 60onbHbIX).

bbICTPO HapacTawLlaa XenTtyxa -

MPOrHOCTUYECKN HEBNAronpuUATHbLIN
CUMMNTOM

KcaHTenasmbl Ha paHHUX CTaausax
onpenenstoTcs y 20-30% 6onbHbIX.



[ermaTomMmeraiust OObBIYHO
He3HaYUTe/IbHasl, BRISAB/ISIETCS Y
OOJIBIIMHCTBA O0O/IbHBIX.

CrireHOMeranus HaOMIOmaeTCsI MeHee
yeM Yy 50% OOJbHBIX, HE COYETAETCS C
SIBJIEHHUSIMH TUIIEePCIUIEHU3Ma.

Ha paHHUX cTagusx
OJeMUHepaInu3anusa KOCTen
IPOSIBJIsieTCSsT O0JIBIO B TMTOSICHULIE,
peOpax, cycTaBax.



bone3Hu (HecneuudUuyeckume
CUMIMTOMbI)

601b B 06/1aCTH IIpaBOTro MoZipedephs;
C IUXOPATKOM;

noBbInieHHast COD;

60JTb B CyCTaBax M MbBIIIIAX;
AVICTIEITUYECKUU CUHAPOM,;

KOXXHBIM CUHIPOMBI;

BaCKYJ/IUT,

CKJIEpOepMUHI.



Pa3BepHyTblie ctaguu INbU

IIporpeccupylolee yxXyalieHHe
COCTOSIHUS OOIbHBIX;

HAPACTaHHUEC XXCIITYXU,

WHOT/IA OBBIIIeHYe TeMIIepaTyphl Tejia
10 cyo¢dpeOPUIIBHBIX, A 3aTeM

$eOpUAbHBIX HUPP;
HMCTOILIeHUE, BIUIOTH IO KaXeKCUH, U3-3a
HapYIIeHWsI BCAChIBAaHUS B KUIIIeYHHUKE.



3yl KO)KU B TEDMUHAIBHOU CTaAUH
O6one3HH y psia O0JBHBIX OCIa0eBaeT
IIPU IIPOrPeCCUPYIOLIEUN
NMeYeHOYHOK/IETOYHOU
HEeIOCTAaTOYHOCTHU — HCYe3aeT

[ lurMeHTHpPOBaHHAasA KOXXa YTOJIIIAETCS,
rpyoeeT, 0coO€HHO Ha /IaIOHSAX U CTOIIAX,
B JaJIEKO 3allleJler CTaIuu
onpeneasieTcsa IIOTHBIU OTeK KOXH, KaK
IIPU CKJIEPOLEPMUMU.



C nporpeccupoBaHuem
XxonecTtasa

HaO/TI0AaeTCs CTeaTopes;
OCTEOII0PO3;

OCTeOMaJISIITHSI;
KcepopTaTbMHUS;
reMopparu4yeCcKu CUHAPOM;
XPYIIKOCTb T€JI TIO3BOHKOB,;
KHU(PO3BI;

IIATOIOTMYeCKUe TIepeTOMBL.



Pa3BUBAIOTCS IPU3HAKU
IMOPTAJIbHOU I'UII€PTEH3UH;

BAPUKO3HO PACIIUPSIOTCS BEHBI
MULLEBOAQ, XKEeTYIKA;

B TEPMHWHAJ/IbHON CTaAUH
001e3HU pPa3BUBAETCS ACIIMT.



bonbHbIEe yMUpaKoT NMpu:

SABJIEHUSX MTeYeHOYHOKJIETOYHOU
HeZOCTAaTOYHOCTH, KOTOPYIO MOTYT
IIPOBOLIMPOBATH OC/IOXKHEHUS
OMIMAPHOTO LIUPPO3a: ITEPEIOMBI
KOCTEeH, MOPTa/JIbHasA TUIIePTEeH3 U4,
SI3B€HHbIE KPOBOTEYEHUS.



[lo3gHue ocnoxHeHus INbL

XornaHrmokapumHombl;
obOpa3oBaHWE KaAMHEN B XXENTYHOM My3bIPE;

CucrtemHble NposaABNEHUs (M3MEHEHUS
9K30KPUHHbIX YKene3, Mo4Yek 1 COCyJ0B
pPa3fnNYHbIX OPraHoB.

CuHpgpowm LWerpeHa npu ueneHanpaBneHHOM
obcnenoBaHuUM BbIABNAT Y 70-100 %
6ornbHbIXx MNBL.

Jlero4HbI cMHOPOM



_ ConyTtcTBYyomme

3aboneBaHus.
Cknepodepmusi.

CucmemHasn kpacHas
801UAHKA.

IHopaxceHue wumosudHoU
Jceneswl.



/
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IlnarHocTUKa.

XapakTepHO MOBBINIIEHHE AKTUBHOCTH (PEPMEHTOB
X0JIeCTa3a:

1P (3—5-KpaTHOE MOBBIIIEHHE);
JleMIIMHAMUHOIIENITHIA3HI,
['TT (raMmMarmyTaMuaTpaHCIENTUIA3A);

[ToBhIllIeHMEe YpOBHS OMIMPYOMHA CHIBOPOTKH KPOBH
HaO/TI0TaeTCsI TTO3)Ke ¥ MeZJIEHHO YBe/TMIHUBAEeTCS B
1,5-3,5 Pa3a MO CPaBHEHUIO C HOPMOM.



/

Ha no3gHux ctagnax :

/7

[ToBhIlIeHMe OMTMPYOMHA JOCTUTAET
300-350 MMOJIb/ 1.

[ loBbIlIaeTCsA KOHLUEHTPALUA
YKETYHBIX KUCJIOT U COAEePIKaHUe
MeaU B CBIBOPOTKE KPOBY,

YpoBeHb Kejle3a CHHUYXKAeTCsl.



g B Hayane 6one3Hu

rmneprimnnaemMmmd C ysesindeHmnem
KOHUEHTPAUWNN XOJ1ieECTEPUHA,

beTta-nunonpotenaos,
docdonmnngos
HeaCcTepPUdPULNPOBAHHbLIX XXUPHbIX KUCIOT.

aMUHOTpaHcdepasbl CbIBOPOTKU NOBLILLEHbI B
2—3 pa3a, X akTUBHOCTb KOPpPEenupyeT C
TMCTONOrNMYeCKMMUN gaHHbIMMN.



MUMMYHHBbIU CcTaTyC

Bblpa>XE€HHaA rmneprammarno6yn|/|HeMM$-|,

3Ha4YUTENbHOE YBENMMYEHME KOHLIEHTpaL K
IgM, ymepeHHoe noBbILLIeHNE YPOBHA Ig G U
IgA, @ TaKkKe coaepkaHnUsa LMPKYNUpYoLmMX
MMMYHHBLIX KOMMJIEKCOB.
AHTUMUTOXOHAOpeanbHble aHTUTENa ( AMA)
obHapyxunBarT B 80-100% crny4aes,
aHTUHYKNeapHble aHTUTena ( ANA)-B 20-40 %,
aHTUrnagkombllleYvHble aHtutena (SMA )— B
10-50 %, aHTUTEeNna K KOMMNOHEHTaM XXen4HbIX
NMDOTOKOB — B 60 % crnvyaes.



[Hociiig ——— %

(NpopgomkeHune):

Hanbonee yacTto 0oneroT
XEeHLUMHbI cTapLue 60 ner.

[Tpn Y3 n KT BbIABNAIOT
Hen3MeHeHHble BHENEYEHOYHbIE
XXen4yHble NPOTOKK, B 20-30%

cnyydaes [1bL] obHapyxuBatoT
KaMHU B XXEN4YHOM My3bIpeE.



| UCTONMormn4yeckKkoe ——
cregoBaHue bvo Ta

NeYyeHu

BbIABNAKT HEMTHOUHbIN
OECTPYKTUBHbIU
BHYTPUNEYEHOUYHbIN XONaHINT
Ha paHHUX CcTagnax
3aboneBaHus;

Nno3xe — popMnpoBaHume
OunmapHoOro LMppo3a rNeyYeHu.
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MHTEeHCUBHBIN KOXHBIN 3y, KIUHUYECKOe
IO03pEHHME Ha OCHOBAHWY HA/IMYUS BHEIIEYEHOYHBIX
MIPOSIBJIEHUM (CYXOM CMHAPOM, pEBMAaTOMTHBIM

apTPUT U IIp.)
[ToBbIIIEHHIE AKTUBHOCTU PEPMEHTOB X0OJIeCTa3a B 2-3
pasa Mo CpaBHEHUIO C HOPMOM.

HOpMaJIbHI)IQ BHEIICYCHOYHDbIC JXC/TYHbBIC XOAbI ITPHU

Y3HU.

O6Hapyxenre AMA B TuTpe 6osiee 1:40.
[loBpilieHre ypoBHA IgM B CbIBOPOTKE KPOBH.
XapaKTepHble U3MEHEHMS B ITYHKTATe IeYeHU.

Auaruo3s I1bll cTaBaT nipy HAAMYUU 4-TO U 6-TO
KPDUTEPUEB WU 3-4 YKa3aHHBIX IPHU3HAKOB.




JleyeHue.

[ KC, npumeHsaemsbie B go3e 30 Mr/cyT B
Te4yeHne 8 Hel. C NOCTENEeHHbIM
YMeHbLUeHeM 003kl A0 10 Mr/cCyT.

byneconna — I'KC Il nokoneHns ¢ HU3KoW
CUCTEMHOW aKTUBHOCTbLIO, NPAaKTUYECKU HE
BbI3bIBaOLLINN MODOYHbIX 3PDEKTOB.

MeToTpekcaT B 4o3e 15 Mr BHYTpb 1 pa3 B
Heaerntwo, HO OTMEYEHbI BblpaXXeHHbIE
NOOOYHbIE 3PP EKTDI.



~— JleyeHue (NpopomnxeHue):

YIXK (ypcome3oKkcuxosieBast KHUCI0TA) -
HanOosee 3¢ PexkTrBeH. B 103€e 10-15 MI/KT.

Kypc nedeHust oT 10 Mec. 110 2 jieT u Ooiee.

Oo6magaer:
XoJiepeTU4eCKnM;
['nnoxonecrepyuHeMUYECKUM,;

JluTonuTH4YeCcKHUM JerCTBHUEM.



~ TleyeHune (NnpopomnxeHne):

[enTpan - adodpekTUBEH Ha HaYvarnbHbIX
ctaaguax [NbLl. OH aBngeTca nHmumnaTopom
TPexX BaXXHbIX NyTen metabonuisma B
4yeroBeYyeCcKoM opraHu3me:
nepemMeTnnmpoBaHune, nepecynbdyprupoBaHue
N NONNaMUHOBbLIU CUHTES.

Kypc ne4yeHuns rentpanom COCTOUT 13 16
BHYTPUBEHHbIX MeaS1eHHbIX BinBaHnn no 800
MI ageMeTMOHUHA exxegHeBHO 1 16 AHen
nepoparbHOro npuemMa ageMeTnoHmma no 1600
Mr (2 TabneTkn 2 pasa B CYTKH).



/
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TpaHcnnaHTauusa nevYyeHu —

i

[IPU ITPOTrpeCcCUPYIOLLEM
[IbLl v mpu HamMymun
KJIMHUKO-1a00PaTOPHBIX
IIPU3HAKOB MEYEeHOYHOU
OEeKOMITeHCAlUuH.
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BIIATOOAPIO 3A
BHUMARHWE



