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KnuHuko-Mopghono2udeckue
gapuaHmsi 21oMepynoHeghpuima

MEMBPAHOIMNPOJIM®EPATVBHbIV
NMOMEPYIIOHE®PUT

CuHOHUMBI -
—MEMBPaHO3HO-NMPoNUdEepPaTUBHLIN MOMepPyYNoHe PUT

MEe3aHIMOoKanUNNAPHBINA rMOMepPYNoHERPUT
Mopdonozudeckan xapakmepucmuka

HndbdpysHada NHTepnosnymna YronueHue NMMMYHHBIE
Me3aHrmansHas i MEIaHAS + rmomMepynapHon + OENO3NUTHI
nponudepayna KannnnApHOW
CISHRK

Mopdonozudeckue eapuaHmei:
a) b —

no nokanuzauyumn TUN | TUN Il Dense Deposit Disease
NWMMYHHBIX OTNOXEHUN Me3aHrmansHble U
cybsHaoTennanbsHble NHTPaMeMOpaHo3HbIe
0) — eCcKnin)

CBETOMMKPOCKONUYeCKUue: apocTon (Knaccuy
Oo0YyNAPHLINA
C NONynyHUAMN (B OTAEMNBHLIX KNyOouKax)



KJIACCUDODUKALUA
MEMBPAHONPOJIM®GEPATUBHOIO
FNMOMEPYJIOHE®PUTA I TUINA

B. BToOpuuHbIN

A. lepBUYHbIN Fenatut C (c kpuornobynnHemmen
wnu 6e3 Hee)
(nanonaTnueckuin) Fenatut B

CucreMHas KpacHaf BOJIYaHKa
CepnoBMaHO-KJIETOYHAA aHeMU A
CuHapomMm LllerpeHa

Capkougos

LUyHTOBOM HedpuT

Oedbvunt aHTUTPUNCUHA
4-nHeBHasa Manapusa
XpoHnueckasa TpoMbornueckas
MUKpOaHrmonaTums

CuHapom Buckley

BoNie3Hb OTJ/IOXKEHUN JNIerkKux uam
TS)XKenbixX Lueneun




COCTOAHUA, ACCOLULUMNPOBAHHDIE
C MEMBPAHO-NMPOJIN®EPATUBHBIMUA
USMEHEHUAMMW

1. AMMYHOKOMINJIEKCHbBIE BOJIE3HM:

Nanonarnueckue cdoopmbl MIMNIH:

MIIMH I Tuna

MIIH II Tvna vwam 60ne3Hb NJIOTHbIX AENnO3UTOB
C napuuanbHOn aucrpoduen

MIIH III tvna (BapuaHT Strife n Anders,
BapuaHT Burkholder)

AYyTOMMMYHHbIEe 601€3HMU:

CKB

CuHapomM LWlerpeHa

PeBMaTOMAHbLIN apTPUT

Bpo>xaeHHble aecdeKTbl KOMMNJIEMEHTa,
ocobeHHO pedpunuymnt C2




NEPBNYHbLIN d
MEMBPAHO-MPOJ/IN®EPATUBHbDIN
rNMOMEPYJIOHE®PUT

MINIH I Tvna

MMrH II Tuna (DDD)

(6one3sHb NNIOTHLIX AEN0O3UTOB
C napuvanbHou aucrpoduen)

MIIINH 1III Tuna

(BapunaHT Strife n Anders,
BapuaHT Burkholder)




Knunuueckuui cayuai 1

M., 22 ner.

AHaMHe3. B TeueHne Tpex permctpmpoBanacb NpoTeENHYpU4A
Ha ypoBHe 0,165-0,3 r/n u MukporemaTtypusa. [lea roaa

Ha3aa 6bICTPO pa3BUINCL BblpaXXeHHble

nepmnopbuTtanbHble OTEKM, @ TaKXe OTEKM HOI,  KOTopble

Mecsaua 4yepe3 ABa-Tpu nponasnu.

lMpn ocMoTpe: HeboNbluMe OTEKN FOJIEHEN,
A 135/95 MM pT.cCT.

[lpoTenHypusa 3,8 r/cyT, B ocaake MOYU 3PUTPOLINTOB
20-25 B n. 3p., nenkoumnTtoB 6-8 B n. 3p., 3€pHUCTbIE
LUIUHAPLI. ANbOYMUH B CbIBOPOTKE KpOoBU 27 /1.

























KnMHn4YecKnmn AmMarHo3s: nepBuUYHbIN
MeMmbpaHo-nponundepaTtuBHbIN
rnoMmepynoHedput I Tvna,
HechpOoTUYECKUN CUHAPOM
C apTepuasZibHOU rmnepTeH3smnemn,
npyu cCOXpaHeHHOU (PYHKLIUUN NMOoYeK.




Knunuueckuii cayuai 2

M., 42 neT, NOCTynuJa B KJIMHUKY U3-3a OTEKOB U
NPOTEMHYPUM.

B Bo3pacTe 27 neT nepeHecsia oCTpbin rnoMmepynoHedpumr c
MaKporemMatypuen, Kotopbii 6bi1 pacueHeH KakK NnocTcTrpenTo-
KOKKOBbIX. B nocsnieayoweM B aHasimdax MOYM Bcerga Haxoaunam
6enok. B TeueHne nocnegHero roga 3HaeT O NOBbILUEHUN
XoJsiectTepuHa KpoBu. B aHaMHe3e HeT apTpaJirui, U3SMeHeHUM
KO>XHW, MHdeKUunn, 3noynotpebneHnna nekapcrBeHHbIMU
cpeacTtBaMm.

O6beKTUBHO: HebonbLUMEe OTeKM HOor, oxkupeHue II cT.
NMporenHypusa 3,8 r/cyT., B aH. MOUU 3pUTp. 4-8 B N.3p., JIeUK.
2-4 B N.3p., 3€PHUCTbIE LUWJIMHAPDbI, )XUPOBbIE TesNblia.

KpeaTuHuH cbiBOpoTkn 0,16 mmonb/n, CK® 55 mn/mMun

Oo6wmnin 6enok kposu 58 r/n, ceponornueckme tectol Ha CKB mn
PA (-).

YpoBeHb KOMIJIEMEHTA Ha HW)KHEeN rpaHuue HOPMbI.
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KnMHnyeckumn amarHos:

nepBnYHbIN MeMbpaHo-nponncdepaTuBHbIN
rnomepynoHedput (II Tvyna — 6o1€e3Hb MJIOTHbIX
AEeno3uToB), MeaAJIeHHoNnporpec-cumpyroujee teyeHume,
HedppoTMUeCcKo- rumneproHnyeckas popma, XINH
II-A.




BAPUAHTbI MEPBUYHOIO
MEMBPAHO-NMPOJIM®EPATUBHOIO
FNMOMEPYJIOHE®PUTA

MIMNIMH I Tmna

MIrH II Tuna (DDD)

(60/21€3Hb NJIOTHBLIX 4E€MNO3UTOB C NapunaJibHOM
ancrpocguen)

MININH III Tvna

(BapmnaHTt Strife n Anders, BapnaHt Burkholder)




'ncronornyeckme sapmaHtbl MIIINH

0 Tun I - XpoHnYeckass MMMYHOKOMIJIEKCHasA
6one3Hb

o MMMYHHbIE AEeNnO0o3UTbl B ME3aHIIMMN U CYGBHAOTEHMM

O Hepeako accouumupyertcs c renatutom C,
CMellaHHOM KpuornobynmnHemmen, renatutom B,
6akTepuanbHbIM 3HAOKAPANTOM

a Twn II - 60ne3Hb NNOTHbIX AEMNO3UTOB
o C3 npu nMmmyHopnyopecueHumn, Ho 6e3 MMMyHornobynmHoB
Q ayTtoaHtTuTena Kk C3 koHBepTupytrouwemy dpepmeHTy (C3Nef)
o B 90% cny4daeB peunamBupyeT B TPaHCMJlaHTaTe

Qo Twun III - XxpoHnyeckas MMMYHOKOMMJIeKCcHas 6051e3Hb

QO B oTanume ot I Tmna uMetoTcsa cybanmTenunanbHble Aeno3nTbl U
pa3pyLleHne 6as3asnibHo MeMbpaHbl C NPo3payYHbIMU JTaKyHaMuU



















Mem6paHo-nponudcdepaTnBHbIA rnomepynoHedpurt, nobynsapHasa ¢opma



Mem6paHo-nponncdepaTtuBHbiN rnomepynoHecgpur, rpybbie 3epHucTbie oT/ioXxeHusa IgG










BAPUAHTbI NEPBUYHOIO
MEMBPAHO-NMPOJIM®EPATUNBHOIO
FNMOMEPYJIOHE®PPUTA

MIMNIMH I Tmna

MMrH II Tvna (DDD)

(6one3Hb NMNJIOTHLIX AEeno3uToB, Hepeako
accouMupoBaHHas C napuuanbHOU aucTpodpunen)

MININH 111 Tvna
(BapmnaHT Strife n Anders, BapnaHT Burkholder)




'ncronornyeckme sapmaHtbl MIIINH

o TunI - xpoHnYeckas MMMYHOKOMIUJIEKCHaa 6one3Hb
O MMMYHHbIE AEenOo31Tbl B M@€3aHIrmm m cybaHaorTenmm

O accouyumupyertcs ¢ renatutom C, cMelwaHHON KpuornobynmHemuen,
renatutom B, 6akTepunanbHbIM 3HAOKAPANTOM

O Tun II — 60one3Hb NJIOTHbIX AEeNn0o3UTOB
o C3 npu mMmmyHOodNnyopecueHunn, HO 6e3
MMMYHOIrNnobynmnHoOB

O ayTtoaHTuTena K C3 KkoHBepTUupyrouweMmy pepMeHTy
(C3Nef)

o B 90% cny4yaeB peunauBupyeT B TPpaHCIJlaHTaTe

a Twun III - XxpoHnyeckass MUMMYHOKOMIMJIEKCHaa 6one3Hb

Q B oTamyume oT I Tuna umetoTcs cybanuTenmanbHble Aen0o3UTbl U
pa3pyuweHune 6asanbHon MemMbpaHbl C NPO3payYHbIMKU TAKYHAMU




DDD - 60/1e3Hb NJZIOTHbIX AENno3mTOoB

(mMmeMmb6paHo-nponundepaTnBHbin rnomepynoHedpur II Tvna)

o DDD - cumcteMmHana 6os1e3Hb HEM3BEeCTHOIo
NMPOUCXOXXAEHUSA

0 KnmHuuyeckasi xapakTepucTuka

0 ™MebpaHo-nponudepaTtuBHbIN rnoMmepynoHedppur
o C3 npu NOWU, 6e3 OTNOXKEHUN UMMYHOINO6GY/IMHOB

Q nopa>xeHue rna3s

0 Aeno3uTbl B Kanwuisipax ceTtyaTtkun, MmeMmbpaHe Bruch

napuvanbHasa nmnoamcrpodums

XpOHUNYECKaa N’MMMNOKOMIJIEMEHTEMUSA, BbICOKas
noaBep>XeHHOCTb MH(PEeKUaM

Q BbICOKAA HAaCTOTa CaXapHOro anabera
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N3MmeHeHua rma3sHoro ada npv MIINH II tvna

Leys A. et al.
NDT 1996, 11:211

A n B. MHOrouncneHHble Apy3bl U MaKy/ionaTusi NpPaBoro rnasa, OTC/IONKa CeTYaTKu
(+), HeoBackynapusauma. C. HapacraHme makynonatum uepes 2 roga. D. JleBbi rnas.




N3meHeHuAa ra3Horo aoHa npu MIMIMH II tmna

Leys A. et al.
NDT 1996, 11:211

A v B. MHorouucneHHble Apy3bl U aTpodmyeckne U3MEeHEHNS MMTMEHTHOTO ANUTENUA CeTYaTKM..
C. YeTbipe roga cnycta: HeOBBaCKynsapu3aums, MakynspHas remopparus. D. Mocnegyiowme cknepoTuyeckue M3MeHeHHS..




NMapuunanbHasa nmnoaucrpodun




il

NMapumanbHasa nmnoaucrpoduna



Hocmungexuyuonnwviit MII'H u OIIH

y 36-nemneit nepeopooaweii na 24 neoene
Oepemennocmu, 1e4eHHOU NPEOHU30TIOHOM
u 9-oneseHvIM ouanu3om.

Demetriou et al., NDT, 1998, 13:2121




Proteinuria and Lipodystrophy

Sydney Tang, Ivy S.C. Luk,' Yiu-Wing Ho
Department of Medicine and Geriatrics, and 'Department of Pathology.
B United Christian Hospital, Hong Kong SAR, China.

Hong Kong J Nephrol = October 2004 » Vol 6 + No 2

) , 4 . Panel C. The thickened capillary wall shows a double-contour or
Pqnel A. Facial Sppeaance of a 49-year-old TWEHmR with profern- tram-track appearance (arrow) with special staining for the glo-
uria. Note the paucity of subcutaneous fat on her face. merular basement membrane. This 1s caused by the insertion of
mesangial matnx between the glomerular basement membrane and
the endothelium (Periodic-Acid-Schiff-Methenamine, x 500).




BAPMWAHTbI NEPBUYHOIO
MEMBPAHO-NMPOJIM®EPATUBHOIO
FNMOMEPYJIOHE®PUTA

MINIMH I Tmna

MIMrH II Tuna (DDD)

(60onesHb NNOTHLIX AEMNO3MTOB C NapuvasibHOU
ancrpoduen)

MININH 1III Tuna

(BapunaHT Strife n Anders,
BapumaHT Burkholder)




MIIH, III T™vn. N'py6ble nsmeHeuunsa rbM, peskoe yrosuieHue, NaKyHbl,
MCTOHYEHME MNJIOTHOM MNJIAaCTUHbI, cybanuTenmanbHbie A4eno3uThbl




'ncronornyeckme sapmaHtbl MIIINH

o Tun I - XpoHMYeckas MMMYHOKOMIJIEKCHaA 60ne3Hb
O MMMYHHbIE Aeno3nUTbl B Me3aHrmm u cybaHpgorenunm

O accouuupyertcsa c renatutom C, cMellaHHOW KpUorno6bynumH-
eMuen, renatutom B, 6aKkTepmnanbHbIM 3HAOKAPAUTOM

o Twun II - 60/21e3Hb NJIOTHbIX AENO3UTOB
o C3 npu mmmyHodnyopecueHumm, Ho 6e3 MMMyHOrnobynmHoB
O ayrtoaHTuTena K C3 koHBeptupyrowemy pepmeHTty (C3Nef)
o B 90% cny4dyaeB peuvamBUpyeT B TPaHCNJIaHTaTe

o Twun III - XpoHnYeckass MMMYHOKOMIUJIEKCHas
6one3sHb

O B oTauume ot I TMna nMmerTca cybanutenumasnbHble
Aerno3nTbl n paspyweHmne 6asanbHO MeMbpaHbl
C NPO3pPaYvyHbIMU NNAKYHaMU




‘(sdepuy pue aji3S 1Hendes) III-HIUW




MeMb6paHonponundepaTuBHbIN
rnomMmepysioHedpuT: ne4yeHue

O

O

O

KopTtukocrtepouabl nmerot apdekT B aebrote
KJIMHUYECKUX nposiBsieHnn, y aeren, npm MIMNrH I
™Mna. Nynbc-tepanua N3, nanee B NoJIHOM pAo3e 6-12

MecC, noaaep>xuBaroLlana aosa 20 Mr yepes AeHb B
TeyeHune 3-4-10 nert. 3dpdeKkTr Takon Tepanuumy

B3POCJ/ibiX HE U3YYEH.

AHTMTPpOMbOGOUMTaApHbIE cpeacTBa — aCNUPUH
100- 0,325 Mr + kypaHTun 200-250 mr/cyr

— He MeHee 1 roaa.

Limknodochamma — AOCTOBEPHDbIX AAHHbIX O MNOJIE3HOCTU
HeT. Jlyuywe coyeTtaTtb C KOPTUKOCTEpOMaAaMMm.



PekoMmeHaauumum no nevyenumro MIIrH
(Ha ocHOBe AOoKa3aTeJ/IbHOU MeAMULMUHDbI)

Pexomenoayus 1. Jle4eHne B3pocnbiX U geten ¢ uanonatmnvyeckum MIMNMrH
NoKasaHo B TeX cny4vasx, Korga npoteuHypus > 3 r/cyrT,

nmMmeeTca TyoOyno-mHTepcTuunanbHbIU KOMMOHEHT UNKn

CHMmXeHue pyHkunmn noyvek (C u B).

Pexomenoayusa 2. fletn ¢ ngnonatndyeckum MIIMH ¢ npotenHypuen

> 3 r/lcyT nnn CHMXeHnem hyHKLUUN NOYeK MoryT
OTBETUTb Ha JfieyeHMe BbICOKUMMU J03aMu cTepounaos, KOTOpYHO
criegyeT npoBoauTb He MeHee 6 - 12 mec. (A).

Pexomenoayus 3. B3apocnbim ¢ nugnonatnvyeckum MIMIMH ¢ nporennypuen
> 3 rlcyT unu cHnmxeHnem PyHKLUN NOYEK cneayeT
npoboBaTb NeYeHne KypaHTUIomM n acnupuHom (B).

A. Levin, KI 1999, V.55, 8.70, pp. 41-46



Anroputm BblbOpa Tepanum
mnanonarnueckoro MIrH

\ B MNMpotenHypua n CK® S
<3r/cyt CK® < 70 mn >3 rlcyTt
CK®D > 70 mn

\ 4

CK® >70 mn CK®D <70 mn

‘, 1 1

HabnroaeHune 5
NMoyeyHasn NMpeaHN30n0OH Pbionn

l HeJOCTaTOYHOCTb Xup
Haon rogeHune Pbioun Xup L. Nolin, M. Courrteau,

K1 1999, V.55, .70, pp. 56-62




Mem6paHonponundepaTtuBHbIN
rnomMmepynoHedpuTr: cTtpaTerums JiedeHums

e YeM Kopoue aHaMHe3, TeM arpecCMBHEMN Tepanus

« KoMbuHMpoBaHHass MMMYyHoOAENpPeccus — Npu KOPOTKOM
aHaMHe3e uJun 6bICTPOM NporpeccCupoBaHuUM
o« MpeaHu3onoH — nynbc-tepanua N23, nanee nepopasibHbIn

npUeM No asnbTEPHUPYIOLLEN
cxeme (120 Mr yepes AeHb)

e LU® e>xxeaHeBHbIM BBegeHueMm no 200 mr 1,5-2 mMegc,
Aanee yMeHbLleHue A03bl METOAOM YpeXKeHUs ero
BBeAeHus

e AnNutenbHOCTb JleyeHns — He MeHee 8 Mec.

o [Mpwu otcyTcTBUM 3PdeKTa NI NpUM3HAKOB aKTUBHOCTMU
e KypaHTMN + acnupuH anutenbHo (A0 2-3 ner)

e MHrM6mMTOpLI AlNMOD
e CHMMNTOMaATU4YECKMEe CpeAcCTBa, NoOAroToBKa K reMmoamanunsy




MEMBPAHO-MNMPOJINUDGEPATUBHbIN
(ME3AHIMO-KANMWINAPHbIN)
FIMOMEPYJIOHE®OPUT




COCTOAHMNA, ACCOLMNPOBAHHBDIE
C MEMBPAHO-NMPOJIMGEPATUBHBIMUA
U3SMEHEHUAMMU

1. AMMYHOKOMINJIEKCHbDbIE BOJIE3HMN:

XpoHuyeckume nHpekumm:

BakTepuanbHble: SHAOKAPANUT, NHDULMPOBAHHDbIN
npeacepaHoO->XenyaAoUuYKOBbIN UM IOFYIAPHbIN LWWYHT,
BUcCLiepasibHble abcuecchbl, nenpa, MEHUHIOKOKOKKOBbIN
ME@HUHIUT

BupycHblie: renatvt B, renatut C n acceHumanbHas
CMeLwlaHHasa KpuornobynunHemus

NMpoTO30MHbIE: MaNAPUSA, LULNCTO30MMA3

Opyrmne nHidpekumn: mmkonnasma, ?6oppenmnos,
JIeMlLMaHMNO03; Napa3uTapHblie 60n1e3Hu
CMellaHHble:

XpoHunueckasn 6onesHb nedyeHun (UMppos n aepmunTt
anbdal-aHTUTPUNCHHA)




Knunuueckuii cayuait 3

M., 36 nert, nouyBcTBOBaJsia ceba 6onbHOM OkONO 1,5 Mec.
Ha3aa — obwee HeaoMoraHme, cnabocrtb, crtaso No3Habnusarhb,
NOABUJICA CYXOMN Kawesb. B aMbynaTtopHO BbiNOJIHEHHbIX
aHaJIM3ax MOuYM BrnepBble 06Hapy>keHbl 6e510K U SpUTPOLIUTDI.

B 20-neTHeM BO3pacTe nepeHecsna tybepkynes nerkux,

C yuyeTa AaBHO CHATA.

O6bekTnBHO: HebonbluMne otekn Hor, Al 130/80 ™M pT.CT,,
MHUIbTPAaTUBHDbIE U3MEHEHUS B HU)KHEWN fAoJie 1IeBOoro J1Ierkoro,
9XO-KI' npusHaku BeretauMm Ha MUTPasZIbHOM KJlanaHe, u3
KPOBMU BbiCesiH CTa(PUJIOKOKK.

NMportenHypma 1,9 r/cyT, B aH. MOouu 3puTtp. 30-40 B n.3p.,
neunk. 10-12 B n.3p.

KpeaTuHuH cbiBOpoTkn 0,26 mmonb/n, CK® 35 mn/mMuH

O6wmnn 6enok kposu 64 r/n. YpoBeHb KOMIMNJIEMEHTA
CHVW)KEH.
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KnnHun4YecKkuMu AmMarHos:

BakTepuasbHbIW SHAOKAPAMUT.

NMNocTnHdEeKUMoOHHbIN MeMbpaHo-nponndepaTUBHbLIN
raoMepynioHedpuUT TAXKENIOro Te4eHns ¢ MeaJiIeHHbIM
KJIMHUYECKUM pa3peLleHnem.




COCTOAHUA, ACCOULMNPOBAHHDLIE C MEMBPAHO-
NMPOJINGEPATUBHBIM LIBMEHEHUSAMW

1. AMMYHOKOMIVJIEKCHbIE BOJIE3HM:

XpoHunyeckme MHPEeKLUnn:

BakTepuanbHble: SHAOKaAPAUT, MHPULUNPOBAHHbIN
npeacepaHoO->XeNyao4YKOBbIU UJIM IOTYJISPHDbIN LUYHT,
BUcLUepasnbHble abcueccobl, nenpa, MEHUHIOKOKOKKOBbDbIWN
ME@HUHIUT

BupycHbie: renatut B, renatut C u acceHuuasbHas
cCMelwlaHHaa KpuornobynumHemums

NMpPOTO30MHbIE: MANAPUSA, LLULUCTO30MMA3

Opyrve nHdpekumn: Mukonaasma, ?26oppenmos,
NeMwIMaHno3; napa3suTapHblie 60s1e3HHn
CMellaHHble:

XpoHunyeckas 6ose3sHb neyeHun (UMppo3 n gepumumT
anbdal-aHTUTPUNCHUHA)




Knunuueckuii cayuait 4

J1., 66 net, B Te4eHe MHOIMMX Jsiet cTpagamowias
peBMaToOMAHbLIM apTpMTOM. B TeueHue nocneanHero roaa
NMOSABUJINCb XPOHUYECKMEe A3Bbl HaA roJIeHAX, a B nocsiegHee
BpeMs - CyYXOM Kawenb. B MOue B TeueHue nocnegHunx AByx ner
6enka He 6onee 0,165 r/n, nepen rocnutanmsaumen — 6,6 r/n.

NMpu ocMoTpe: HebonbLIe OTEKUN HOI, TUNMUYHbIE
necdopMmauunm cycraBoB, A3Bbl roneHen, AQl 165/100 mm pr. CT.

NMpotenHypua 2,8 r/CcyT, B aH. MOYM 3PUTP. HEryCToO
NOKPbIBAOT BCE N.3p., NenkK. 10-12 B nN.3p., SpuTpoUMTapHbIE
UMAMHAPDI.

'emorno6uH 108 r/n, rmnoxpomusn 0,85.

KpeaTHuH cbiBOpoTkKMn 0,26 Mmmonb/n, CK® 35 mn/MuH

AnbbyMuH kpoBu 25 r/n. peematonaHbin paktop + 1:10240.
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KnMHn4YecKum AMarHo3s:

CMewaHHasa kpuornobynvHemus.

KpunornobynnmHemmuecknm membpaHo-
nponundepaTuBHbIN raoMmepynoHedpumr,
He(ppOoTUUYECKNN CUHAPOM C apTepuasibHOMU
runeprteHsunen, XMH II-A.




COCTOAHUA, ACCOLUMNPOBAHHBIE C MEMBPAHO-
NMPOJINMGEPATUBHBIM LIBMEHEHUSAMW

1. UMMYHOKOMMJEKCHbLIE BOJIE3HMW:
XpoHu4yeckne UHMEKLIUM:

BaktepuanbHble: aHAOKapAUT, MH(OULIMPOBaHHbIN NpeacepaHo-
XenyAouYKOBbIN UNU IOTYNAPHLIN WYHT, BUCLepanbHble abcuecchl,
nenpa, MEHUHrOKOKOKKOBbIN MEHUHIUT

BupycHble: renatut B, U 3cceHuunanbHas cMmellaHHas
KpnornooynuHemus

[poTO30MHbIE: ManApUs, LUINCTO30MUA3

Opyrue nHdekymn: mukonnasma, 70oppennos, nenMaHno3;
napasutapHble 60ne3Hu

CMellaHHble:

XpoHuyeckasn 6one3Hb nevyeHu (Luppo3 n aedpuuunt anbpal-
aHTUTPUNCUHA)




Knunuueckuu cnyuau 5

H., 54 neT, B TeueHMne nocnegHnNX MecsueB 3aMeTuNa
nosiBJIeHUE Ha KOoXKe roJjieHeu, a 3areM n 6eaep, KpacHOBaTbIX
BbICbINaHUW, CONPOBOXAAEMbIX NOABJ/IEHNEM NY3blPbKOB,

a 3aTeM 1 n3ba3BisieHMn. O6Hapy>KeHbl U3MEeHEeHUA B aHasin3ax
MOYM U CHNIKEeHUe (PYHKLMUN NoYeK.

NMpu oCcMOTpE: OTEKOB HET, KOXXa rosieHem n Hor
c 6ypoBaToO-NATHUCTbIM PUCYHKOM, NasibNnMpyeMoun nypnypomn,
Be3UKyJlaMM U U3DbA3BJIEHUSIMU.TUNUNYHbIE aecopMaLmm
CycTaBOB, A3Bbl roneHeun, AQl 160/80 mm pT. CT.

NMpotenHypusa 3,1 r/cyT, B aH. Mouu 3puTtp. 80-100 B n.3p.,
Nenk. 3-4 B n.3p., AepopMupoBaHHblie 3putTpountbl 40%.

Femorno6uH 108 r/n, rematokput 25. Tpombouutos 115000.

KpeaTHMH cbiBOpOoTku 0,16 mMmmonb/n, CK® 42 mn/MuH

O6wmnn 6enok kposu 56 r/n. PeemaronaHoin pakrop + 1:320.

AHO® (-), antn-dsDNA (-). O6Hapy>xeHbl aHTu-HCab.
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KnmHunyeckmm amarHos:
KpuornobynnHemmnueckum rnomepynoHecdbpur
(IgG/IgM ?), accoumnpoBaHHbIX C renaTtnTtom C,
(anddPpy3HbIN nponudepaTUBHbIA C HAYaJIbHbIMM
MeMbpaHo-nponudpepatuBHbIMU U3BMEHEHUSIMHN),
HeppoTUYECKNN CUHAPOM C apTepuasibHOM
runeprteHsuen, XMH II-A.
JIeNKOUMNTOK1IaCTUUYECKUUN BACKYJINT.



«MUKPOTPOMObLI» (hOpPUH + TpOMOOLUTI)
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COCTOAHMUA, ACCOLUMNPOBAHHDBLIE C MEMBPAHO-
NMPOJINGEPATUBHBIM LIBMEHEHUSAMW

2. XPOHNYECKME U OCTPbIE TPOMBOTUHECKHUE

MUKPOAHIMONATUM:

®a3a sbizgoponeHns HUS/TTP

AHTudochonunuaHbiv (aHTUKAPAUONUNMHOBLIN) CUHAPOM
POEMS syndrome

PagnaumoHHbIN HedppuT

HedponaTtua nocne TpaHcnnaHTaumumM KOCTHOro mosra
JlekapCTBEHHbIE TPOMOOTUYECKNE aHrMONaTUN
CepnoBuaHO-KNeToYHas aHeMUs U NONULUTEMUS
OucdubpuHoreHeMus u gpyrue npeTpomboTMYeCKMe COCTOAHMUSA
TpaHcnnaHTauMoHHas rnomepynonarus




XPOHUNYECKAA TPOMBOTUYHECKAA
MUKPOAHINONATUA

yasoeHue
v ¥ 6a3anbHbIX IV‘I’eMﬁpaH
| npn cBeToBOM
' MUKPOCKONUM,
| cerMeHTapHbIn
| cknepos.
PeMmopenupoBaHue
» | KanunnNApHoOW CTEHKMU
| npw paspeweHnn
OCTPOro anu3oga unam
2 npu XpoHUYeECcKou
4| TPOM60bNNNNM cospaer
< MacKy MMMYyHoO-
kKoMmnaekcHoro MIIMH.

Hedpobuontar 6021bHOro nepBnYHbIM aHTuochonMnMaHbiIM CUHAPOMOM



XPOHMNYECKAA TPOMBOTUYECKAHA
MNKPOAHITMONATUA

Hedpobuontat 60sn1bHOro nepBnMyYHbIM aHTU(pochoNMnNMaHbIM CUHAPOMOM:
oT/nioXkeHns pmbpuHa




XPOHMNYECKAA TPOMBOTUYECKAHA
MNKPOAHITMONATUA

PaHHMe npu3Haku:
HabyxaHue 3HAOTENNOUMNTOB,
norepsa peHecTp, oTAeNneHme
3HAOTEeNns OoT MeMbpaHbl,
3anoJiHeHue cybsHagoTenums
3JIEKTPOHHO-NMPO3pPaYHbIM
MmaTtepuanom (6enkm,
ydyacTBylowme B npouecce
CBepTbiBaHUA + KJIETOUYHbIN
aeTpuTt), HoBoobpaszoBaHue
6a3anbHbIX MeMbpaH noa
CMeLleHHbIM 3HAOTe/IneM.

Hedpobuontat 60s1bHOro nepBmMyYHbIM aHTU(hochoNMNMAHbIM CUHAPOMOM






XPOHMNYECKAA TPOMBOTUYECKAHA
MNKPOAHITMONATUA

Knroun
ANArHOCTUKM
TpoMboTHnueckon
aHrmonaTum

Nno U3MEHEeHUSIM
apTepun: cKknepos
CYOMHTUMbI MeNKnx
aprepunm,
nponudepaums
MeaAuM apTepuon,
rmunonepdy3una -
KoJulanc knyboukos
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XPOHWUYECKASA
TPOMBOTUYHECKASA
MNKPOAHI'NOMNATUA

Pbixs1afa coeauHUTENbHaA
TKaHb B Cy6MHTMME Manon
MHTEepnobapHoOM apTepumn
(Masson TpUMXpomMm)



CoctossHMA, accoummpoBaHHble ¢ MeMbpaHo-
nponndepatuBHbiM U3MEHEHUSAMMU

3. AENMNO3UNTbIl NAPANPOTENHOB:

FnomepynoHedppuTt npm kpuornobynmHemun I tuna

MakpornobynmHemusa BanbaeHcTpeMma

Bo/ie3Hb OTJ/IOXKEHUMN JIErKUX UJIN TAXKeNbiX uenemn

OunbpunnapHbin rnomepynoHecdpumrt

MMMyHOTaKTOMAHAA rnomMmepynonaTtus

POEMS cuHapom (P — nonmHeunponartusa, O -
opraHoMeranua, E - aHaokpunHonaTtuma, M — M-npoteuH, S
— U3MEHEHMUSA KOXKM)




OPUBPUNTNIAPHAA TFNNMMOMEPYJIONATUA

YMepeHHas Me3aHrmasnbHas
nponudepauyms,

yABOEHME U yToJIleHune
KanuanapHou cteHkun (PAS)




OPUBPUNINIAPHASA
FMOMEPYJIONATUA

NceBaoOJ/sIMHENHbIE
oTno)eHun IgG
Ha paHHeun ctagun 6onesHmn




OUBPUINIAPHASA TTTIOMEPYJIONATUSA _
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MMMYHOTAKTOUAHAA NOMEPYJIOINATUA




MMMYHOTAKTOUOHAA TMTIOMEPYJIONATUA




