OnddepeHunanbHbI
AnarHo3 HedppoTUYECKOro
cuHapoma



D ACWPPLUIIVIMMTHCOUROM
NnpaKkTUKe BbiAensaoT psaa

~ CUHAPOMOB:
» MOYEBOWM

e HEOPOTUYECKUN
e TMNEPTOHUYECKUW
e OCTPOHE®PUTUYECKUN

« OCTPAA NMOYEYHAA
HEOOCTATOYHOCTDb (OI1H)

« XPOHUYECKAA NOYEYHAA
HEOOCTATOYHOCTD (XIH)

 CUHOPOM KAHAINBLUEBbIX
nMUCOVHKIIUIA



NEPPOJIOIMYECKUE
CUHOPOMbBI:

e MoyeBOU: remaTypuA (YaLle
MUKporeMaTypus), NIeuKounTypus,
yMepeHHast NPOTeUHypus, coyeTaHue
reMaTypum c NpoTeuHypuemn.

e HedbpoTnveckmnu: «bonbLiaa» NPoOTenHypuUs,
rmnoanboOymMmmHemMusa, Hepepko
runepnunnaemMus.

 [MNepTOHUYECKNN: apTepunarnbHas
rmnepTeH3us, BKno4as ee
3/110Ka4YeCTBEeHHbIN BapUaHT.

e OcTpoHedhbpUTNYECKUN: cCOYeTaHUue
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HE®PONOIMM4YECKUE
C M HD,POM bl « (MPOOOMKEHUE)

 OcTpasa noyeyHana HegoctaTo4yHocTb (OlMH):
npepeHanbHas, peHarnbHas,
NnocTpeHanbHas, renatopeHarnbHbIU
CUHAPOM.

 XpOoHMn4Yyeckasa noyeyHass He4oOCTaTO4YHOCTb
(XI'MH): naTeHTHO TeKyLWiana, TepMUHaNbLHas
ypemusi.

 KaHanbLUeBble HapyLUeHUA: Nonuypus,
HUKTYpUA, CHUXXeHue yaenbHOro Beca
MO4U, HechporeHHast octTeonaTus,



HedpoTunyecknm cnHgpom

BKJ/1IOMaeT B cebH:
1. TEMATYPUIO,

'1TPOTEVNHYPUIO, AHEMUIO,
"UMNMOAJIbBY MNHEMUIO.

2. NIEMKOUUTYPUIO,
[MNMPOTEVHYPUIO,
[MMNOXONECTEPUHEMUIO,
OTEKW.

3. AHEMWIIO, TEMATYPUIO,
NENKOUMNTYPUIO,

APTEPUATIBHYHO w : : :

[MMNEPTEH3UIO. L 2 ]
4. TPOTEVNHYPUIO,

rfNAriOA NAENNmIALAENIALO



[Tpn HebpoTUYECKOM
CUHAPOME NPOTEUNHYPUSA:

1. Jlerkou cteneHw.
2. CpepgHewn cteneHu.
3. MaccusHas.




AapaKTepHa nu remaTtypus
Ansa HedppoTu4veckoro
cunHpgpoma?

1. [a.
2. Her.




HE®POTUYECKUM CUHOPOM

(HC) - onpepnenexHue

KINMMHUKO-NABOPATOPHbIU
CAMNOTOMOKOMIJNEKC,
BKNMIOYAIKOLWMUN B CEBA MACCUBHYIO
NMPOTENHYPUIO (BbILUE 3,0-3,5/cyT, Y
OETEW BbILUE 50 Mr/Kr/cyT),
TMMMNOMNPOTENHEMUIO
(TMMNOAJNIbBYMWHEMUIO - AllbBYMUH
KPOBU MEHEE 30 r/n), OTEKU U
FTMMNEPXONECTEPUHEMUIO (TOYHEE,
TMMNEPIMNMTUOEMUIO).



NMeEYrvilvimicUnvivi

. Hedopomqecﬁmylﬂzﬁom OAOVH U3

«donNbLWNX» HEPPONOrM4eCKnX
CUHOPOMOB, pa3BUTUE KOTOPOro Bcerpa
cBUOeTeNbCTBYET O TAXKEeCTU NopaxeHus
noyexk.

e [lepcucreHuynsa npu3HakoB
HedppoTUYEeCKOro cuHgpoma (MaccmBHas
NPOTEUHYPUS) YKa3biBaeT Ha BbICOKUN
PUCK NporpeccupoBaHnUA NO4Ye4YHOU
He4OCTaTO4YHOCTM.

* HecbpoTnyeckmum cnHgpom u ero
OCJ1I0XXHEeHUSA NpoaoMKaT 3aHUMaTb O4HO



[IpoTenHypus — BaXkHbIU U CaMbIN
4YaCTbI CUMIITOM NMOPAXKEHUA NOYEK

B HOpMe BblaeneHune 6enka c MO4YOUN y
B3POCHbIX He npeBbiwaeT 150 Mmr/cyT.

* [Ipn Oone3HAX NoYeK B MoYye
OOHapyXNBaloT pa3finyHbIie Nna3MeHHble
OesikKn — Kak HU3KOMONEKYNnsApHble
(anbOyMUH, LUepynonnasmMuH,
TpaHCeppyH U Ap.), Tak n
BbICOKOMONEKynsapHble (anbda2-
MaKpOornooynunHbl, raMMa-rinooynunHbl).

B 3aBUCUMOCTM OT coaepxKaHus
onpeaeneHHbIX 0erikoB B NfasMme U Moye



CenekTMBHOCTb NPOTENHYPUN

e CeneKkTnBHas NPoOTEUHYpPUS — 3TO
NpPoTenHypus, npeacraBrneHHasa denkamm c
HU3KOWN MONEKynspHOUu maccou (He bornee
65000), B OCHOBHOM anbOyMMUHOM.

* HecenekTuBHast NPOTEUHYPUSA — ITO
NoBbIWEeHNe KNupeHca cpeagHe- v
BbICOKOMOJIEKYNAPHbIX 6enKoB (anbda2-
MaKpornooynunHos, beTa-nMnonpoTenpos,
raMmma-rrnooysimHoB).

 KpomMme nra3mMmeHHbIX 6enkoB B MO4Ye MOXHO
onpeaenntb 6enKu No4Ye4yHoro
NPONCXOXAEHUA — MYKOMNpoTenH TaMma-



CenekTMBHOCTb NPOTEUHYPUN

(npoponxeHue)
UHpekc cenektuBHocTtu (UC):
UC = (ClgG/CanbbymMmuHa) x
100%,
roe ClgG — KNMPeHC UMMYHOTITNoOynunHa G,
CanbbyMuHa — KnupeHc anbLoymMmunHa.

- UC < 15% - BbICOKOCEesieKTUBHas NPOTEeUHypuUs
(MonekynsapHaa macca meHee 70000 0anNLTOHOB,
80% - anbOyMMUHbI, TpaHCheppPUH),

- UC =15-30% - yMepeHHO cerleKTUBHas
NpPoTenHypus (Te e 6enkKun + ranTornoouH),

- C > 30% - HeceneKkTUBHas NPOTEeNHYpPUA
(anbda2-makpornodbynuH, beta-nunonporenabl,

FARMMRMA . ranAvARAuLI 1 mn )



RJIIMAWRKO-
NMATONrEHETUYECKUE
ACMNEKTDI

[MTOBPEXOEHUE KITYBOYKOB NMOYEK
N MACCUBHAA NPOTENHYPUA
NMPNBOOAT KBO3SHUKHOBEHUIO
AOPYTUX «bOJIbLUNX» CUMIMTTOMOB
HE®PPOTUHECKOI'O CUHOPOMA, B
KOMIMMJTIEKCE ®OPMUPYIHOLLNX
KIMHWYECKYIO KAPTUHY 3TOIO
COCTOAHUA.



[ MMOANbBYMUHEMUS

 [MnoanbLbymnHemusa — obasatenbHbIN NPU3HAK
HedopoTHUyeckoro cnHgpoma. Haule Bcero
CHUXXeHUe YPOBHSA anbOymMmmHa u obwero 6enka B
KPpOBU BeCbMa 3Ha4YMTESIbHO, YTO NPUBOAUT K
NnageHU0 OHKOTUYECKOro AaBrieHUs nnasmbi.

e O rmnoanbLOyMmMHeMumn roBOPAT NPU copepxaHnm
anbOymMunHa CbIBOPOTKU MeHee 35 r/n; npu Taxenom
HehpoOTUYECKOM CUHAOpPOMeE coaepKaHue
anbOymMmumnHa MmoxeT CHMXaTbCA A0 15 — 20 n gaxe A0
8-10r/n.

 lTMnoanbLOymMmuHemusa onpeaensiet CHUXeHme
Konn4yectBa obOLlero oerika B CbIBOpPOTKe,
CHUXXEeHUe OHKOTUYECKOro AaBrieHNA CbIBOPOTKM,
CHWXXeHMe TPaHCNOoOPTHOM (PpyHKLUMN anbOyMUHA KaK



[ MMONPOTEMHEMUS

 [MNnonpoTenHEeMnA — NOCTOAHHbIN
CUMIMTOM HeppOTUYECKOro CUHOpOMA.
CopaepxaHue obLiero 6erika B CbIBOPOTKe
KpoBUu cHUXxaeTcs Ao 30 — 40 u gaxe 25 r/n.

e [MUNnonpoTeMHeMnNA Hepeako ycyryonsiercs
nortepen 6enkKka KMLLeYHUKOM, YCUSTIEHHbIM
KaTabonmnamom 6enkKkoB opraHusama, B TOM
yucrie UMMYHOrnooyriMHOB, CHUXKEHUEM
peabcopbunu 6enka KaHanbLuamMu n3-3a
6enkoBoun 6nokaabl nMMdaTU4ecKon

CUCTEeMbIl MOYKHAN U OTEKa NOY4Ye4HOoro
NMHTEDCTUNILINGA .



ONCNPOTEMHEMMUA

[ToMnmo runoanbLoymMmmHeMun npum
HedppOoTUYECKOM CUHOpPOME
OOHapyXuBaroT N gpyrue NpU3HaKku
ANCNpPoOTeMHeMUmn — NoYTU Bceraa
MMEKOTCA BblpaXXeHHasn rmnep-anboaz2-
rmooynnHemMuma n Hepepko
rmnoramMmmarnooynuHemums.



[ MMEPNUNMWOEMUSA

K BaXHbIM Nnpu3HaKam HedppoTUYECKOro
CUHOpOMA OTHOCAT runepnunnaemMumio —
noBbILWEeHHOe coaepXaHne B KPOBU
TpUrnuuepupoos, ooLero XxonecTepuHa,
nunonporenaoB HU3KOU NITIOTHOCTM,
anonpoteuHa B, HeacTepudpuunpoBaHHbIX
XUPHbIX KUCTIOT.

e HedopoTnueckyro runepnmnuaeMuro ycyryonaror
nepcucTupyroLee Te4yeHme HeppoTnU4eckoro
cuHapoma v Tepanus
rMOKOKOPTUKOCTEpOUOaAMM.

e MexaHnU3M pa3BUTUSA rTUNepnunMaeMmm npm
HedppOTUHECKOM CUHAPOME OO BACHAIOT

CLIANVAQLIIAQRMNR ALIVATIAUAQCCVTArES M2 2



[MapannenbHO ¢ HapyLIeHNAMU
benkoBoro u nMNUaHoOro oomeHa npu
HedppOTUYECKOM CUHAPOME 4YacTo
pa3BMBalOTCA U3MEHEeHUSA B
CBepTbiBaloOLEN U
NPOTUBOCBEPTbLIBaKOLLEN CUCTEMAX,
pe3ynbTaToM 4Yero BbIiCTynaeT
dbopmmnpoBaHme cumnTomMa
rmnepKoarynsauum KpoBu.



KnuHnyeckum nposiBneHnem
HedppoTUYeCcKoro cmHagpoma
ABNAIOTCA OTEKMW.



HedpoTuyeckmne oteku

[1NOTHbIE,
HecMeLlaeMble,
Ha4YMHAKTCHA C
rofieHeun.

Markue, pbixnble,
rnerko
nepemMeLlaroTCcS.

HauynHatrTtca ¢
MNOACHUYHOU
obnacTtu. L 2 . 3




HE®POTUYECKUE OTEKWU

1. TeHepanu3oBaHHbLIeE.
2. HauvHaroTcsa ¢ rna3 v nogbhKek.

3. PacnpocTpaHATCA Ha TynoBuLle U
AOCTUraroT CTeneH aHacapku u
NOJNIOCTHbLIX OTEKOB (acuuT, rMapoTopakc,

rmaponepukapa).

4. OTeku mMsirkme, NnogBMXKHbIe, PbIXJble,
OCTaBNAOT AMKY NPU HagaBNIUBaHUM,
Nerko nepemMeLyaloTcs.

5. MoryT ObITb aCCUMETPUYHbIMM U3-3a
NONOXEeHUA Tena unu Tpomobo3a
NOBEPXHOCTHbLIX BEH.



HE®POTUYECKUE OTEKW

(npopoonxeHue)

6. MNMpu BbIpaXXeHHOM OT€@4YHOM CUHApPOMeE
MOryT HaOn4aTbCA pa3pbiBbl KOXW,
CTPUKN, yBennyeHue rneyeHu.

7. Mpun pa3BUTUM NOJTOCTHbLIX OTEKOB
COCTOSiHME OONbHbIX YXyALlaeTcs;
NOABJIEHUIO acuuTa npealecTeyeT
B34YyTHeE XXNBOTA, TOLWHOTA, MOHOCHI.

8. 'mgpoTopakcy u HaKONJIeHUO XKNAKOCTU B
NONOCTU NepuKkapaa cConyTCcTBYIOT
oAblllKa, TaXUKapaus, HapyLweHust putma.



[IPU4YNHLI OTEKOB

 TMnonpoTenHemMunaA - NOTeps C MO4YOU OernKoB
(npexae Bcero anboOyMMHOB) U3-3a HapyLUEeHUSA
NPOHULLAEMOCTU rNomMepynsapHoro ounesrpa.

 MlMNnonpoTenHeMus - NPUBOAUT K CHUKEHUIO
OHKOTU4YeCKOoro AaBrieHusl nnasmbl, N3-3a Yero
XXNOKOCTb He NONIHOCTLI0 BO3BpallaeTcH B
cocyaucToe pycrio, a 3agepXnBaeTcs B TKaHSAX,
4yTO U 0O0yCcnoBNMBaeT pa3BUTNE HedpPOTNYECKUX
OTEKOB.

e CocTosiHMe numMmdaTnyeCcKUxX Kanunnspos - Tak
KaK runepruapartauma TKaHU Bbi3biBaeT Nno
MeXaHU3My 00paTHOM CBA3M KOMMEeHCaToOpHoe
ycuneHuve nmmdooTToKa 1 yaaneHue ¢ numdon
TKaHeBbIX 0eNKOB, CHNXXaeTCA OHKOTUYEeCKoe

v
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[TIPUYNHDBLI OTEKOB
(NnpoaonxeHue)

dPakTop npoHnuaemocTu (PIll):

numdountTapHbin pakTop
NnpoHnuaemMocTu (T-KneTo4HbIN)
(cocyancTbin, AeUCTBYHOLWMN Ha cocyabl
KOXW U KanunnsapoB Kryoo4yKoB)

®I1 noaBnAaTCA U3-3a CTUMYNALUU
nHTepnenknHamm UI-2, UI-12, UJ1-15

MHUTMONpPYHOTCA
rMIOKOKOPTUKOCTEpOUAaMM,
umnknocnopuHom, HMBC wn UJ1-4, UJ1-10,
NJi-13

BbiCKa3blBdeTCA MHEeHUe, 4YTO
Auoxvvimunuacruu ON arpnaaTeca nubn



[TlocnencTBua notepu 6ernkoB

. MOBbILLAET TOKCUYHOCTb NpenapaTtoB, CBA3aHHbIX
C anbOyMMHOM BbINOSTHAOLWMUX pa3finyHble
dyHKUMU, U TMNOBONEMUEMN.

. NOTepsi UMMYHOTITNIOOYNIMHOB N COCTaBNAKOLWNX
CUCTEeMbl KOMMNJIEMEHTa NPUBOAUT K CHMXKEHUIO
MMMYHUTETA U YaCcTbIM UHEKLUAM.

. HU3Kasl KOHLEeHTpauuna dbenka-nepeHoc4YmKa
Xenesa — TpaHcdeppuHa —pa3BuBaeTCH
rMNoOXpomMHasa MUKpouuTapHas
XenesopgedpnuntTHaa aHeMus, pe3nCTeHTHas K
Tepanuu npenaparamMu xenesa.

. AenunT NMNOoNpPoTEeMHOB BbICOKOW NMOTHOCTHU
NPUBOAUT K HapyLLEeHUI0 TPaHCcnopTa
XornecTepuHa.

. 1oTepsda opo3omMmyKkonaa u CHNXxXeHmne ypoBHH
nnonnoTenHIinnnalbl — KNoBLILLIEHNHO DHNCKAa



[TlocnencTBua notepu 6ernkoB

(npoAaonxeHue)

notepsa BUTaMuUH-[1-cBA3bIBalOLLEro
Oernka - pa3BuTHUe paxuTonogooHoOro
CUHOpOMa.

Aedununt npokoarynsaHToB (hakTopbl IX,
X, Xll) - noBbIWeHUe KPOBOTOUYNBOCTM.

norteps TMpPoOUACBA3bIBalOLLEro
rmooOynunHa - PyHKLNOHAarIbHbIW
rmnoTupeonanT, NOBbILLEHUNA
CcBOOOAHOro TUPOKCMHA B KPOBM.

nedULUT TPaHCKOPTUHA - NOBbILLUEeHNe
KOHLieHTpaLuu cBOOOAHOro KOPTU30Na,
CKITOHHOCTb K 3K30reHHOMY



NunarHos HC

« HC gmnarHoctupyroT npu codetaHnm "oonbLion”
npoTtenHypun (>3 r/cyT y B3pocnbix, >50 Mr/Kr/cyT y
neten), runoansdoymmHemun (<30 r/n),
COMNPOBOXAAKLWENCHA CHMKEeHUEM obLero benka
KPOBU U OTEKOB pa3HOM CTEMEHW, BMIIOTb A0
aHacapkKu.

« Kpome Toro, npmn HC no4Ttn BCcerga HabnogarT
rmnepxonecrtepuHemMuno U apyrme sapuaHThbl
HapyLweHnss obMeHa NMNOonNpPoOTEMHOB; akTUBaLMIO
doakTopoB Koarynaumm (B ToM yucne
rmnepdudpUHOreHEMIMIO), a TakKe HapacTatoLme
HapyLweHnsa docdopHo-KanbLmMeBoro obmeHa
(rMnokanbunemms, ocTeonopos) n UMMYHOOENPECCUIO
(B YAaCTHOCTU, CHUXXeHUe KoHueHTpauun IgG).

« ApTepuanbHas runeptoHust, rematypusi y 6onbHbix HC
BO3MOXHbI.



Kputepun gnarHosa HC

Tsxenasa nporeuHypus (>3 r/cyTy
B3poOCnblIX, >50 Mr/Kr/cyTy nerteun);

[MnoanbLoymuHemus (<30 r/n) n
ANCNPOTENHEMMUS;

OTeku pa3HOU CTeNneHun
BbIPa)X€HHOCTMU, BNJ1IOTb A0 aHaCapKu;

Fwnepnwnugemvm nanciimnnaeMums,

AKTBauUusa (hakTopoB Koarynsuuu (B
TOM Yucne runeppPmndopmHoreHeMuro);

HapyuieHna dpocdopHO-KanbLLUneBoro
OOMeHa (rmnokanbumemus,
OCTeOonopoa3).




[MpuunHblI HC

e [MpnynHbl HC pasHoobpasHbl. HC
MOXeT HabnaaTbLCA Npu Bcex
BapuaHTax XpOHMN4YeCKOoro
rmomMmepynoHedputTa, ammnonagose
noyek, Amadbetrnvyeckoun HecpponaTum.

« Heob6xoanmo Takxe nmeTb B BUAY
BO3MOXXHOCTb pa3sutna HC npwu
TPOMOO3e NoYeYHbIX BEH, TAXKESION
XPOHUYEeCKOU cepaevyHou
HeaoCTaTO4YHOCTM.

 OH TaKXXe MOXeT ObITb 00ycnoBreH
pa3nUYHbIMU JFleKaPCTBEHHbIMM
cpencTtBaMm.

* Y Ny NOXWUroro u cTap4eckoro

I B Y .. o



9tnonornsa HC

NepBUYHBLIN
rmomepyrioHe-

thput

— Hedpbponatna MmHnMmanbHbIX nameHeHun (8o 15%)

— PoKanbHO-CerMmeHTapHbIn rnomepyrockrnepos (20-25%)

— Memb6paHo3Hasa HecponaTua (25-30%)

— Me3aHrnokannnnapHbiu rnomepynoHecgpput (5-10%)

— Opyrue ¢popmbl rmomepyrnoHedpuTa, B TOM Yucne
domnbpunnapHas, konnadupyrowasa 1 UMMyHOTaKTOuMAHas
rnomepynonatum (15-30%)

CucrtemMHble

— CucrtemHasn KpaCHasA BOJTYaHKa

3aboneBaHus — MopocTpbi UHPEKUNOHHBLIN IHAOKAPAUT
— CMmelwaHHasa KpuornoobynmHemus (B TOM Yucne B paMmKax
HCV-uHdekunn)
— Nlemopparnyeckmm BacKynuTt
OOMeHHbIe — CaxapHbin gnabet
3aboneBaHus — AMunougos
UHdekumn wun| - TybGepkyne3s
napasurap- - B4
Hble UHBa3uu — HBV, HCV
— Mansipus
— Cudounuc

— Tokconnasamos




Jtnonorua HC (npoponxeHue)

JlekapcTBa

HacnepcrBeH-
Hble
3aboneBaHuA

CemMeMHble
BapuaHTbI

— D-neHnuyunnamuH

— MpenapaTtbl 30noTa

— HecTtepougHbie npoTtuBoBOCnanuTesibHble
npenaparbl

— NMpoTnBOCYAOPOXKHDbIE NpenapaTthbl

— UHTepdepoH

— Mpenapatbl nuTuUA

— NepouH

— MpoTtBonogarpuyeckue (npobeHeuna)

— BakuuHbI N CbIBOPOTKMU

— CuHapowm nail-patella (nopaxeHue HOrreBbIX
NMMAAaCTUHOK U KOJMEeHHbIX Yallue4ek)

— MuKoreHo3bI

— CepnoBuOHOKNETOYHaA aHeMusA

— bone3Hb Pabpwu

— MapuunanbHaa nunogucTpodpumsa

— dednumT a -aHTUTPUNCHHA

— "®uHCcKn TMn" (Mytauma HecdppuHa 199q13.1)



Jtnonorna HC (npoaonxeHue)

Onyxonwu

HapyuweHus
CUCTEMHOM U
BHYTPUNO-
Ye4yHoOU
remoauHa-
MUKHN

— PoKkanbHO-CerMeHTapHbIN FMMOMepPYNOCKIepos
(myTauum nogouunTta (1925), anbpa-akTnHnHa-4
(19q13))

— Onddy3HbIN Me3aHrManbHbIN CKNepo3 (CUHAPOM
Denys-Drash, o6ycnoBneHHbIN MyTauueun reHa,
noaasnsawowero onyxonb Bunomca, 11p13)

— Ilnmdpoma XoaXKMHa U HEXOAKKUHCKUE NUMPOMbI
(accoumnmnpoBaHbl ¢ HedhponaTuen MUHUMaNbHbIX
U3MEHEeHUN N BTOPUYHbLIM aMUITIONO030M)

— ConupHble onyxonu (accoumMmMpoBaHbl C
MeMOpaHO3HOU HedhponaTuen U BTOPUYHbIM
aMmnonao3om)

— XpoHunyeckasi cepaevyHaa He[oOCTaTOYHOCTb

— Mepcuctupyrowasa runepchunbrTpaumsa
(MopbuaHoOe oXXnpeHue, COCTosIHUE nocne
yHUnarepasnbHON He(ppIKTOMUMN)




OcHoBHbIe npu4nHbl HC

momepynonaTtma MMHUMaArbHbIX
N3MEeHeHUMN.

PoKanbHbIN N CErMeHTapPHbIN
rmomMepyrnocknepos.

MemOpaHO3HaaA rmoMmepynonaTus.

MembpaHonponudepaTMBHbLIN
rmomepynoHeqpur.

. AMunounaos.
. Anabetuyeckasa HechponaTus.



[MTaToreHe3 HC

NoBpexaeHne KNyOOUYKOB NMNOYEK, CONPOBOXAaroLleecs
3HaYNTeNbHbIM YBeJfIMYEeHUEM 3KCKpeunn 0enkoB C
MO4YO0M, KOTOpast MoXeT aocTturatb 20 - 50 r/cyT,
NPUBOAUT K BO3HMKHOBEHUIO Apyrmux npusHakos HC,
npexae Bcero runoanbLoymmHemum.

NMNocneoHAana ObiBaeT BeCbMa BbIPaXXeHHOU U Bbi3biBaeT
CyweCTBEeHHOe CHUXXeHUe OHKOTUYEeCKOro gaBrieHus, npu
3TOM Y4YacTb NNa3mMbl NepemMeLlaeTcHa B TKaHEBbIN
MHTEepPCTUUMN, a OO0 BEeM LUMPKYNUPYHOLLEN KpOBUY Nagaer.

B oTBeT Ha CHMXXeHne o6 bema BHYTPUCOCYAUCTOMU
XUOKOCTU CTUMYJNINPYIOTCA KOMMNEHCaTOPHbIe
MeXaHU3Mbl, HanpaBJieHHbIe Ha nogaepXXaHue
HOpMOBONEeMUU, B NEpPBYIO ovepenb aKTUBUpPYeETCH
CUHTEe3 peHMnHa ¢ oOpa3oBaHUEM aHIMOTEeH3MHa ll ¢
nocrieayroLwien yCUneHHou npoaykumem ropMmoHa
HaANO4Ye4YHUKOB — anbAoOCTEePOHA, Bbi3bIBaloLLEro
yBerimyeHme peadbcopoumm HaTpusa NovYKamm.

B pesynbrarte chopmupyeTcsa runosonieMn4eckum
BapuaHT HC, onacHbIN n3-3a BbLICOKOIro pucKa
OCIOXHEHUN — TPOMOOTUYECKUX U



BapuaHTtbl HC

 TnnoBonemus He ABNAETCA 0bA3aTeNbHbIM
NPU3HAKOM He(ppOTUYECKOro CUHAPOMA, CyLleCcTBYeT
U rmnepBoOsieMUYECKUN BapUaHT ero.

B HacTosILee BpeMs NPUHMMAETCH TOYKA 3PEeHUS, YTO
B OCHOBeE 3aepPXXKn HaTpusa v Boabl npu HC nexuT He
TONIbKO UJTU HEe CTONbKO MMNOBOJIEMUSA C
nocrieayroLwen aktTusaumen peHUH-aHrIMOTEH3UH-
anbAoCTEePOHOBON CUCTEMbI, CKOSILKO NMpu Nodom
reMmogMHaMm4yeCKOM BapuaHTe — npsimble (Tak
Ha3blBaeMble NepBUYHO-NOYEYHbIE) MEXaHU3MbI:
cywecTBeHHOe CHUXeHue (punbTpaumm HaTpus B
KIyoo4kax n/mnm HapyLeHus TpaHCNopTa ero B
KaHanbuax, BegyLiee K yBesIM4eHUIO ero
peabcopouuu.

B reHe3se 3agepXKuy HaTpua npu HedhpOTUYECKOM
CUHOpPOME MMeeT 3HaYeHMe TaKKe CHUXEeHUue
NpoAyKUMU NOYEYHbIX NpocTarnaHauHoB,
HapyLeHUs CUHTe3a HaTPUNYPEeTU4YEeCKUX FrOPMOHOB
(npeacepaHoro u B-tuna) u/vinun cHnxxeHue
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BapuaHThbl HC (npononxetue)

BbigeneHne runosonemun4yeckoro sapuarHta HC
NMPUHUMNNANBHO BAaXHO C TOYKN 3peHuns
onpeneneHus NokasaHUM U NPOTUBONOKa3aHUU K
Ha3Ha4YeHUI0 AUYPETUKOB - MPU r’MNOBOSIEMUYECKOM
BapuaHTe HC 3T npenapaTbl MOryT 3Ha4YMTENbHO
yCyryouTb runoBosieMUIo U CpoBoLMpoOBaThb
HedhpOTUYECKNN KPU3.

OpuneHTUPOBOYHOE onpeaeneHne COCToOAHUA oobema
uupkynupyrowen kposu (OLK) y 6onbHbix HC
BO3MOXXHO Ha OCHOBaHWUU aHaNM3a KNMHNYECKNX
AAHHbIX.

'MnoanbLbymmnHemuna obycnoBnmBaeT yMeHbLUEeHUue
TpaHCNOpPTa MHOIMMX BeLecTB, B TOM Yucre
rieKapCTBEeHHbIX NpenapaTtoB, HanpumMep,
dypocemupa.

Pe3nCTeHTHOCTb K 3TOMYy ANYpPETUKY y 6onbHbix HC
oOycrnoBrieHa CHUXXeHMeM 4OCTaBKN ero K KneTKkam-

MULLEeHSAM B KaHanbLax noyek sBcrieacreue
rMmnioankLoOvMvuHeMUA U nNoTebey ¢ MOUYOU CRSIRAHHOIO



OpwueHTtupbl Ansa oueHkn OLK n
andpdepeHumanbHOU gMarHoCTUKU rmno-
n rmnepBonieMmmyeckoro sapnaHtos HC.

'vno- 'Mnep-
BOJZIeMU4YeCKUN | BONneMun4yecKum
anbLbymunHa B
CbIBOPOTKEe
K.I1y60‘-IKOBOl7I HOpMaJibHOM HOpMaJibHOM
doumnbTpaunm

[MnepreH3us

OpTocTaTuyeckas XxapakTepHa | He xapakTepHa

rMNOTeH3ud

'Mctonornyeckas |MuHumanbHbie Apyrue

KapTUHa N3MeHeHusA nopaxeHus
KIyoo4yKoB




XPOHUNYeCKHne
rmomMmepynoHedpuThbl.



1.

a &~ wbd

“1TO NOopaxaeTcCs
npenMyLLecTBeHHO Npwu
rmomMmepynoHedpuTax?

KaHanbLeBbIn
annapar.

Knybouku.
INNoxaHkw.
NHTepcTuymmn.
Ualueykw.




3aboneBaHus, nposaBRAlOLWNecs
HedpPOTUYECKUM CUHAPOMOM.
[nomepynoHedpUTHI.

[mnomepynoHedpuTbl - rpynna
3abonieBaHMN Yalle BCEro  MMMYHHOIO
reHesa c npemmyLlecTBeHHbIM AN Py3HbIM

nopaxxeHuem Knyobo4KkoB noyek, co
BTOPUYHbIM

BOBINEYEHNEM B NATONONMYECKUN rnpouecc
KaHalibLueBOIlo arifiaparta U UHTEPCTULNA.

B pesynerate nopaxeHus knyoo4ykos

(rmomepyn) no4YeK  NpoucxoauT HapyLleHue
noovueccoB bUneTDaL .



KnmHunyeckue cCMUMNTOMBDI
rmomMmepynoHe(ppuToB

HedpoTnyecknm cnHgpom 36%

AcMMnTOMHasa npoTteunHypus/rematypus

35%
[[MnepTeH3us 14%
OcTpbint HechbpuT (OCTPLIN
HedppUTUYECKUN CUHOPOM)

7%
MakporemaTtypus 4%
Opyrve nposaBneHus 4%

Vi ARALIIALIAALAC FIALIALILIACA LIAFRACTATALILIAATL



[MponudepaTUBHbIE
rmomepynoHedpuTtbl (IM'H)

 Me3aHruno-nponudgepatmBHbin 'H

* MembpaHo-nponudepaTuBHbin NH
 OvyaroBbin nponudgepatuBHbin NH

e Audpdhy3HbIN nponudcepatuBHbiu H
 MlonynyHHbin 'H

CucrtemMHas KpaCHaA BOJTHAHKA, BACKYJINT,

OaKkTepuanbHbIN 3HOOKAPAWT,
XpoHn4yeckuu renatut B n C, BUY-

nHdeKkuuns



11IVDVGVIICGJIVITI GJIDITDIGV

rmomMepynsipHble

3aboneBaHus .
¢ EOH93Hb MNWHNWMAJTbHbBIX N SMEéHeHNU

e doKanbHbIU FMOMEPYNAPHbLIN CKNepo3

e MembpaHo3Has HepponaTus

e DnbpunnapHasa rnomepynsapHana 6one3Hb
e HacneacTtBeHHbIN HehpUT

bone3Hb XoaxknHa, BUY-uHdekuuns,
reponHoBas TOKCUYHOCTDb, JleKapCTBeHHas
TOKCUYHOCTb, ONyXOsin, 005e3Hb ferkux
Leneu.



ivie3aHrmonposfimngpepaTnBHbLIN
'H

* AMMyHOBOCNanuTesnbHoe 3aboneBaHue.

o XapaKkTepusyetcsa nponudepaumen
Me3aHrmarnbHbIX KNeTOK, pacluMpeHuem
Me3aHrus, oTrnoXeHuem MMMYHHbIX
KOMMJIEKCOB B Me3aHIrmu 1 noa
3HOoTenueMm.

e OCHOBHbIe CUMNTOMBI
Me3aHrnonponudepatmBHoro INH:
NPOTEeUHYpPUS, remaTypus, B 4aCcTu
criy4yaeB - HeppOTUYECKUN CUHOPOM,
apTepuanbHas rmnepTeH3vus.

 TeyeHne mesaHrnonponudeparmHoro l'H

PO LI AIA™T AT LA ﬁl‘lﬁl‘f\l‘l 29V Falbh ad B aVal



OOoHMM N3 BapMaHTOB
Me3aHrmonponudepaTuBHbIX
rmomMmepynoHe(ppuToB
ABnsieTcsA IgA-HedbponaTus.



s wnh =

RaKoe elle Ha3BaHue
cyLlecTBYyeTY IgA -
HedpponaTumn?

bornesHb Pabpu.
bonesHb [oLwe.
bones3Hb bepxe.

bones3Hb
BanbamaHa.




IgA-HecpponaTus

* OCHOBHOE MeCTO cpeaun BapuaHToB
Me3aHruonponudepaTuBHOro
rmomMmepynoHedpuTa 3aHUMaKOT
rmomMmepynoHepUTbI C OTNOXEeHUeMmM
B KNnybo4ykax nMMyHoOrrnooynumHa A -
IgA-HeppuT, IgA-HedpponaTus (IgA-H),
bone3Hb bepxe.

* [lepcuctupyrowiaa nnm megneHHo
nporpeccupyrouias 6onesHb.



IgA-HedpponaTuAa (npoaomxeHue)

* [IlpeanonaraerTca aHoManbHoe
rMmuKo3unupoBaHue IgA, UTO BeeT K
€ero OTNIOXKeHUI0 B KNyOo4YKax v
Bbi3bIBaeT aKkTUBaLUIO JIeUKOLIUTOB
U KaCKaa BocnarieHus.

B KayuecTBe 3TUONOrMYeCcKuX
dakTopoB 06CyXpaaroTCA
BUPYCHbIe (1 apyrue
MH(PEKLUUOHHbIE), NuLleBble U
3HAOreHHble aHTUreHb.bl.



IgA-HedpponaTusa (npoaonxeHue)

* Y 50% O0ONbHbLIX HAONIOOaeTcs
peunanBupylowias
MaKporemaTtypus, BO3HUKaloLLas
Npu NMUXopago4HbIX
pecnmpaTtopHbIX 3a00f1eBaHNAX B
nepBble AHU UNN AaXe Yyacbl
6one3Hu («<cuHdapuHreanbHas
MaKporematypusa»), pexe nocre
Apyrux 3aboneBaHun, BakKuMHaunm
UIun TsSHKenou dbnsnyveckoun
Harpy3kKu.



IgA-HedbponaTus (npoaonxeHue)

* Hepeako makporemaTtypus
ConpoBOXAaeTCA HEMHTEHCUBHbLIMM
TYyNnbIMY 60NSAMU B NOSICHULLE,
TPaH3UTOPHOU rMNepTeH3nen, MHoraa
NINXOPaAKOMWN.

* Y 15 - 50% O60sIbHbIX (YalLle cTapLiero
BO3pacTa n/unum c MMKporematypuemn)
B NO3OHNX CTaAUAX MOXEeT
npucoeanHUTLCA HeghpomuyecKkuu
CUHOpPOM, Yy 30-35% - apTepuarnibHas
rmnepTeHs3us.




ViemOpaHo-

nponudgepatuBHbin l'H

e [eTeporeHHas rpynna 3aboneBaHuu,
KOTOpble MMEeIOT CMeLUaHHbIe
HedpopuUTU4eckue  HedppoTuveckKkue
yepTbl U MOopdonornyeckume
XapaKTepUCTUKM.

e YTONLWEeHNe CTeHOK Kanunnsapos 3a
CYeT Me3aHrus, nponudepaums
Me3aHrnarnibHbIX KNeTokK,
cyoaHaoTenmanbHO MMMYHHbIE
AEeno3uThbl.

e F mAamiIl IR2a AARANRASAARE DATINALINILATAC 7/



MemOpaHo-nponundepaTnBHbLIN

['H (npononxeHwne)

* [l[pnunHa memobpaHo-
nponudepaTuBHOro
rmomMmepyrnoHedpuTa - OTroXeHue
MMMYHHbIX KOMMNJIEKCOB, KOTOpPOEe
nMeeT namonaTuvyecKnum unm
BTOPUYHbLIN NO OTHOLLUEHUIO K
CUCTEeMHOUN NaTONIOrum xapakrep.

e [InarHo3 mMembpaHo-
nponudgepaTtuBHOro
rmomMmepynoHedpuTa noaTBepxaaroT
ovoncueun nNovKu.



l'IGIVIVPUI_IV_

nponudgepatuBHbin A
. MmmyHoonogmﬂggM%wapymeHm

rMMCTONOrMYeCcKu XxapakrepuayrLwimecs
yTosnweHmem 6azanbHON MeMOpaHbI
knyoouka (BMK) n nponundepatmBHbiMu
N3MEHEeHUSAMU NP CBETOBOWU
MMUKPOCKOMNUM.

 BbigensaroT TpU TUNAa, y KaXXKgoro u3
KOTOPbIX MOFyT ObITb NepBUYHbIE UM
BTOPUYHbIE NPUYUHDBI.

e [lepBUYHbIE (hOpPMbI BCTPEYAIOT Y AETEU U
MonoAbiX nuy, B 8-30 NneT, OHU
OTBETCTBEHHbI 3a 10 % Bcex cny4yaeB HC y
aeTem,

e RTODUUHKIE DODMEBI UMEKT TeHNAHIIUKD



MemOpaHo-

nponudgepatuBHbin A
(NpoponmxKeHue)

* My>X4MHbI U XXEeHLWNHbI 3a00neBaloT
OAWUHAKOBO 4YacCcTO; U3BECTHbI
CeMeUHble Cly4vyaun HeKOTOopPbIX
TUNOB 3a0oneBaHuUA.

e [lpegnonaratoT, YTO reHeTU4YecKue
(pakTopbI UrpatoT onpeaeneHHyro
poOJSib, MO KpanHen mepe B
HEeKOTOPbIX Clny4asX.



ViemOpaHo-nponugepaTUBHLIN

I'H (npononxexue)
e CUMNTOMbI COOTBETCTBYHOT TaKOBbIM
npun HeppoTNYECKOM cuHgpome B 60-80
% cny4vaes.

e CuMmnTOMBbI HEDPUTUYECKOTO
cuHapoma npencrtaBneHbl B 15-20 %
criy4yaeB v TUNa v 6ornee 4acto —npw
TUne OOne3HMu.

* Ha MOMeHT ycTaHOBNEeHuda gnarHo3ay
30 % nauneHTOB eCTb apTepuarnibHas
rmneprteH3us, ay 20 % — no4vye4vyHas
Hea4OCTaTO4YHOCTb



OvaroBbin cermeHTapHbiun IN'H

* nponudgepaTMBHLIU
rmomMepynoHemMpuUT; o4yarn HeKpo3a
U CKnepo3a MeHee 4eM B 50%
KInyb6o4KOB.

* [loutn y Tpetn 00nbHbIX
- He(PPOTUYECKUUN CUHOPOM , Y
15-25% - cHKeHne CKD .




HNPPY3HLIN
. Eblc%gf}&?&&awmmﬁonoupbm

H, 'H c nonynyHnamm

. Hanmme anuTenManbHbIX NONYNYHUN
bonee Yyem B 60-80 % KNyOOUKOB.

o JKCTPAKANUINSAPHbLIN KOMMOHEHT
oTpaxaeT BbICOKYI0 CTeNneHb akKTUBHOCTU
NnaToNIOrM4YeCcKoro npouecca.

* [lonynyHusa 3anonHAT Kancyny boymeHa,
COCTOAT U3 Nnponudepupyromnx
aNUTenuanbHbIX KNEeTOK Kancynbl U
MaKpodaroB, YTO BO3HUKaeT B OTBET Ha
BbINOT PnbpMHaA N3 NoBpeXAEeHHbIX
KNnybo4KoB 1 oTMe4YyaeTcs Npu MacCCUBHOM
noBpexpeHuu 6azanbHON MeMOpaHbI

[V & H\'Rﬂl BV oY o



Onddy3HbIN

nponudgepatuBHbin A
(npoAaonxeHwue)

* B KOHTaKTe C NonynyHUsAMu
HabnrogaeTcsa cerMeHTapHbIN
HEeKpO3 KanunnsapHbIX neTenb.
HepeAaku pas3pbiBbl Kancynbl
Knybouka.

* [1pu KpYyNHbIX NONYNYHUAX
npoucxoauT Konnanc, caaBrieHue
KanUnnAapHbIX NYYKOB,
npuBoAsiLliee K CKNepo3npoBaHuio
Knybouka.



DbICTpONporpeccupyrowimmm

* KNMUHNKO-MOPKONOrM4eCKUmn CUHOPOM,
XapaKTepu3yrLwnmnca KNnnHNYeCcku
ObICTPbLIM (B Te4YeHue gHen, Hegenb Unu
MecsueB) passutuem XIH.

* ABNSETCA NposABNeHnemM 5 Tunoe
rmomepynoHedgpuTa, BO3HUKaKOLWEro
BCrieaAcTBMe:

1. OTNOXeHWNA aHTUTEen K rMomMepynsapHOU
6aszanbHou memOpaHe (aHTM BMK-BI1IMH) (1
™mn BI1IMH),

2. OTNOXeHunsa/obpasoBaHUSA UMMYHHbIX
KOMMJIEKCOB B KNyb6o4YKax MoYKku
(nmmyHokomnnekcHbIn BINTH nnun UK-

BI1I'H) (2 T7vn BINIMTH) n



BbICTPO Nnporpeccupyrowmmn

['H (npoponxeHue)

3. TaKk Ha3biBaemoro marionmmyHHoro blll'H,
pa3BuBaloLlerocs, B paMmKkax CUCTEMHOro
AHLIA-accounnpoBaHHOIro
HEeKpOTU3NpyrLero Backynura (3 Tun
BI1I'H).

4. 4 Tvn BINI'H, npu kotopom auTn BMK-BIIMH
(1 Tvn BI1IN'H) conyTcTBYET UNPKYNALUUA B
KpOBU aHTUTENa K uutonsnasme
Heutpodunos (AHLA), u

5.5 T1n BININH (Tak Ha3bIBaeMbIN
nouonatunyeckuu bINIrH), ana kotoporo
XapaktepHa Mmopdonormyeckast KapTuHa
nayun-nmmyHHoro bI1INH 6e3

COATTINTITCOT DA\ LAILIIIArS MmMmiaAcN/ITrreoTroDiZA4caG D rnfnaobpiiAa



boJfie3Hb MUHUMAaJIbHbIX
N3IMEeHeHUn

e JTO NpuUmnHa 80% cny4vyaeB HE(PPOTUYECKOIO

cuHOpoma y getem mnagie 16 net v 20% - B bonee
cTapLiem Bo3pacrTe.

e Yaule Bcero 6boneroT aetv 6-8 net.

e OCHOBHOE€ KNTMHNYeCKoe NposiBrieHue -
HePPOTUYECKUU CUHOPOM NPU HEU3ZMEHEHHOM
MOYeBOM ocafke.

 Mopdonoruyeckme nposiBneHnNA 00rne3Hn CKyAHbl,
3a YTO OHa U nosny4yusna ceoe Ha3BaHue.

e OTNOXeHUN NMMYHHbIX KOMMJIEKCOB OOLIYHO HeT,
MHOraa HaxoaaT HebonbLyko nponudepauunro
Me3aHrusi U CKyaHble oTnoxeHus IgM u C3.

e OCHOBHOM MOpPMONOrnyecKkum Nnpu3Hak
BbISIBJIIETCA TOJIbKO NP 35IeKTPOHHOM
MUKPOCKOMUM - 3TO CIIUSTHUE HOXKEK NOAOLNTOB.




MemOpaHo3Hasa HedpbponaTus

e MemOpaHO3HbIN rnomMmepynoHed puT
(MembpaHo3Hasa HechponaTus)
xapakrtepusyetca A Py3HbIM yTOonLWeHnem
CTEHOK KanunnapoB Kryoo4yKoB, CBA3aHHbIM
c andbdpy3HbIM cydanuTenmanbHbIM
OTJI0)KEHUEeM UMMYHHbIX KOMMNJIEKCOB,
pacwenneHvem v yasoeHnem IN'bM.

 KneToyHou nponudepaumm HeT Unum oHa
MWUHUManNbHa. AHTUIreH, OTBETCTBEHHbIU 3a
obpa3oBaHne MMMYHHbIX KOMMNJIEKCOB Npu
nepBMYHOU MeMOpaHO3HOU HedponaTmuum, He
N3BECTEH.

 YacTtoTa MmembpaHo3HOU HechponaTum cpeamn
BCcex MmopdonormyecKnx TUnoB HedppuTta
cocTaBInseT, N0 AaHHbLIM Pa3MNYHbIX



MemOpaHo3Hasa HecpbponaTus

(npoponxeHue)

* Y B3pOCIibIX MEMOpPaHO3HaA
HedoponaTusa - camas yactada NpUUYnNHa
HedppoTUyeckoro cuHapoma (20-40%
criy4yaeB), y Aeteu ¢ He(ppoTUYECKUM
CUHOPOMOM HaOnagaeTca MeHee Yem
B 1% cny4aes.

* [1pn 3TOM TNE HechpuTa YacTo (y
30-35% OOrnbHbIX) yoaeTcs
YCTaHOBUTb CBA3b C U3BECTHbLIMM
aHTUreHamu - HBV, onyxoneBbiMM,
NeKapCcTBeHHbIMM.



MembOpaHo3HaA HecbponaTus

(npopgomnmxeHue)

B cBA3M C 3TUM B KITMHNYECKOU NpaKTUKe
crieayeTt oCOOEeHHO TwaTesribHO
oocnepnoBaTtb 60NIbHbLIX C MEMOPAHO3HOM
HedoponaTueu c Leribio BO3MOXHOIO
BbISIBJfIEHUS B NepBYyI0 oyepeab onyxonu
(0cOOEeHHO nerkux, novek),
MHpUUMpOBaHUA BUpyCcamMu renaTtuta v gp.

e ipyron oco6eHHOCTLIO ABNAETCA YacTas
CBA3b C Pa3fIM4YHbIMN CUCTEMHbLIMU U
Apyrmmm 3aboneBaHUsIMU: CUCTEMHOM
KpaCHOU BOMTYaHKOWN, ayTOMMMYHHbIM
TupeomnautTom, cuHagpomom LlerpeHa,
caxapHbIM gnabeTom, ncopuasom u gp.



OnabeTnyeckasa HecpponaTuA

(AH)

 PazBuBaeTtcs y 30% 6onbHbIX C[] 1-ro Tna v
20% - ¢ CO 2-ro Tuna.

e YTOnweHve 6azanbHON mMeMOpaHbI
KNnyOO4KOB,

* pacluMpeHue Me3aHrmyma 3a cyet
BHEKNeTOYHOro MaTpuKca,

* pa3BUTUE IMIOMepPYoCcKnepo3a.

 PasaMmep noyek He yMeHblLUaeTcH, a
yBenu4mBaeTCH.



[MpuynHbI guabeTnvyeckon

HedpponaTumn

OcHOBHasi NpU4YnNHa — runeprriukeMumsa
[ 1MoKO3a BO3OEeNCTBYET Ha KNeTKU NoYek:

BKI1OYaeT B paboTy aKTUBHbIX
coeaMHEeHUU KUcriopoaa,

. aKKyMyrnupyeT B KneTkax copouron,

. CTUMYNMPYET aKTUBHOCTb NPOTEMHKUHA3.

BHyTpMKHeTO‘-IHOe HAaKonJjieHne KOHe4YHbIX
NMPOAYKTOB NMNKO3UITNPOBaAHUA.

Cama rnokKo3a nosblillaerT
BHYTPUINIOMepynsapHoe AaBrieHue.



ol A

[MTpn4nHbI AnadbeTnvyecKou

HedpPOoNaTUM (npononxetue)

B pe3synbTaTte ckazaHHOro:

runeptpodusa mesaHrmanbHbIX KINETOK,
yBeJin4yeHne Me3aHrmaribHoro MaTpuKca,
CHUXXeHUue Katabonuama,

pas3pyLueHne No4Ye4YHOM TKaHU, MOYEYHbIX
rmomMepynsipHbIX CTPYKTYP.

BHyTpurnomepynsapHasa rmnnepToHUs u
runepdunbTpaunsa, MUKpoanboymMmmnHypus
NpUMepHO Yepes 5 neT, ewle yepes 5 ner -
npoteuHypusa ¢ HC.



Amunounnos



1.

--------v--va - . -

3aboneBaHue,
3aKnvyaruieecs B
HapyLUeHUn

JlnnngHoro oobmeHa.

YrnesogHoOro
obmeHa.

BenkoBoro oomeHa.
1n3.
2 1 3.




AMUNONO03 NoYek

Amunonaos (amunoungHas
anctpodpusa) —

3aboneBaHue, 3aKnvaroLleecs B
HapyweHUn 6enKkoBoro oomeHa,
conpoBoXxparujeecs obpasoBaHueM U
OTJIOXXEHUEM B TKaHAX
cneundpunyeckoro 6esnKoBo-
nonucaxapugHoro

KOMMJiekca — amunoumaa.



o~ wbdh-~

Kakue Bbl 3HaeTte Tunbi
amMmunouvga?

AM n AL-amunoung.
AL n AA-amunowna.
AC n AA-amunowuna.
AM n AC-amunouna.
AC n AL-amunowuga.




J1Ba OCHOBHbIX XUMUYECKUX
Krnacca amunouga

AmMunova, COCTOSAILLMU U3 NErknx ueneu
MMMYHOITIOOYNIMHOB, TaK Ha3biBaeMbin, AL - Tun um
amunoung, COCToAILWMUN N3 HEMMMYHOINMOOYTMHOBLIX
6enkoB - AA Tun. O6a amunonaa UMeroT pa3fniuyHbIe
aHTUreHHble CBOUCTBA U NPOABNAIOTCH B Pa3fMYHbIX
KITMHUYECKUX CUTyaumsax.

AL-amunoung npoayuupyertcsd natonorm4ecCKumm
KNneTKkamMu, B HOpMe CUHTE3UPYHLWNX
MMMYHOINMOOYNHBI.

OH MOXeT COCTOATb U3 KOHLUEeBbIX hparMeHTOB
MMMYHOINoOyrnuHa (nerkux ueneuv) ramma unu Kana
(yawwe ramma), Unn M TOro N pyroro.



[1Ba OCHOBHbIX XMMUYECKUX KIacca

dMUITONOA (npoponxeHue)

AmMmunounpg, COCTOSILLUN n3
HEMMMYHOIrnoobynuHoBbIX benkoB - AA Tun.
AA-amunong wWMeeT aHTUreHHoe CXOACTBO C
CbIBOPOTOYHLIM Oenkom anbdgal-rnodbynmHom,
NOABNAAKLWMMCA B pasfiMYHbIX KoriuyectBax B
CbIBOpPOTKEe OONbHbIX C pa3nnvHbIMK
BOocnanutesibHbIMU 3aboneBaHnaAMMU nnu
ABreHnaAMnU. JToT 0enok obo3Ha4vyaeTca Kak SAA
(serum amyloid-associated). CuuTaercs, 4TO OH
ABNAeTCA  npealwectBeHHUKOM amunoupaa |y
OONbHbIX C BTOPUYHbLIM (peaKTUBHbIM)
aMuriongo3om.



AMunonaos noyek

e AL-amunounos — nepBUYHbIN aMUIONA03 - MPOTEeUHYPUS,
He(ppOTUYECKNIA CUHAPOM.

e AA-amunongos — BTOPUYHbIN aMUIIonaos - NPOTeUHypus,
HecpoTnuecknm cuHapom, XIMH.

NopaxeHune noyvek BcTpeyanocsb B 100% cnyyasax nepBUYHOIo U
BTOpPUYHOro amunonao3sa. Yacrtora HecppoTnyeckoro cuHgpoma npu
AL-amunounpo3se coctaBuna 88,2%, npun AA-amunovpose — 71,4%. Y
oonbwuHcTBa nauyueHToB ¢ AL-amunougosom (41,2%) Ha MOMeHT
YCTaHOBNEHUA AnarHo3a KOHCTaTupoBaHa 3 cTaanus XPOHUYECKOMN
o6one3Hu noyvek (XbI1), y 6onbHbIX ¢ AA-amnnongosom y
6onbwunHcTtBa (40,5%) AanarHo3 BbicTaBneH Ha 5 cragun XblM, Ha2mn 3
ctagum —y 13 % (no 8 naumeHToB) npwu Kaxxgoun dopme (o buyypuHol
A.M. u HYepHoeou FO.B., 2013)

e @opMbl HacneacTBeHHOro (reHeTn4yeckoro) ammnounpo3sa: Agel-
amunounpo3s, Afib-ammnounpos — anonunonporteunH Al — ammnounaos,
anonunonpoteuH All - - amunonaos m T.4. - NPOTEeNHYpuUA,
HecdpoTuyeckum cuHgpom, XIH.




XapaKTepucTUKMN NaLNeHTOB C

HacneacTBeHHbIM aMUIIonao30M BerieaAcTBUe
MyTauUuuun reHa, Kogupyrowiero TpaHCTUPETUH,
nM3oumMm nnum anonunonpoTeuH Al

Bo3spacT
K MpeBanupyrowume Hauwms, MecTa HakonneHus
npOTeMH MyTauvm ::::I:;Ly_ KnnHn4ecKue nposBrieHusA npoucxoxapeHue aMmunounga
cTauum
Val30Met 62 Henponartus Upnangusa Cepaue, NoYKku
Phe33Val 39 Henponartusa AHrnuns Cepaue, ceneseHka,
< Phe33Leu 57 Kapavomwuo-, HemponaTtus Monbwa MOYKM
] Asp38Val 58 HeitponaTus laHa CepAue, No4ku
= Gly47Glu 45 Kapanomwuo-, Helipo-, AHrnus Ceppaue, ceneseHka
% Thr60Ala 54 Hedponartus WoTtnanaus Cepaue, ceneseHka,
= Thr60Ala 65 Kapauomwuo-, HeilponaTus AHrnus notku
Thr60Ala 73 Heitponatus Wpnanams CepAue, noku
Thr60Ala 67 Kapavomuonatus Wpnanams Cepaue, cenesetka
Thré0Ala 63 Henponartus Wpnaugus CepAue, cenesenka,
Ala120Ser 62 Kapavomuo-, Henponatusi Adpo-kapubckoe | N0
Val122lle 74 | Kapanowmmo-, Heiiponatus Adpo-kapubekoe | CePAUe
Val122lle 63 | Kapavommonarus Adpo-kapubekoe | CePAUe
Kapanomuo-, HeiponaTus CepAue, cenesenka
Cepaue
Cepaue




MyTauuu npu HacneaCTBeHHOM CUCTEMHOM
amunouaose (npogosxeHue)

MpoTteuH MyTauus KnunHuyeckue nposiBrneHus

Gly26Arg Henpo-, HedpponaTmnsa, NOMyTHEHME CTEKNOBUAHOrO Tena
Leu60Arg HedponaTtusa
Trp50Arg HedponaTtus
Del60-71 NeyeHOYHas HEAOCTAaTOYHOCTb

AnonunonpoteuH Al Del70-72 Hecbponartus
Leu90Pro KapanomunonaTtusi, KOXXHble NPOsiIBIIEHUS, MOpaXeHue roptaHu
Arg173Pro KapanomunonaTtusi, KOXXHble NPOsiIBIIEHUS, MOpPaXeHue roptaHu
Leu174Ser Kapavomunonartus
Leu178His KapanomunonaTtusi, KOXXHble NPOsiIBIIEHUS, MOpaXeHue roptaHu

Stop78Gly HedponaTtus

AnonunonpoteuH All Stop78Ser HedponaTtus

Arg554Leu HedponaTtus

Glu526Val HedponaTtus
6 Stop5438lle HedponaTtus

®ubpuHoren (4904delG)
Stop5438lle HedponaTtus
(4897delT)
le56Thr HedponaTtusa, netexun

NMnzouum Trp64Arg HedponaTtusa
Asp67His HedponaTtus
Asp187Asn Cetyartas guctpodus porosuubl, HeMponaTus

FenbconuH Asp187Tyr HenponaTus

Uucratun C Leu68GIn KpoBou3nuaHua B Mo3r




AL (nepBUYHbINU,
naunonaTu4eckun) ammnonaos

* [lopaxeHue no4yek nposaBnaeTcs
HedppPOTUYECKUM CUHOPOMOM,
NepCUCTUPYIOLLUM U NP
HacTynneHuun XI1H.

 [emaTypusa n apTepuanbHas
rMNnepTeH3ns He XapaKTepHbI.

 OGbLIYHO NOpaXarTca U gpyrue

opraHbl (cepaue, nerkue,
JIOKOMOTOPHbIN annapart U 1.4.).




AA (BTOPUYHbLbIWN,

peakTUBHbIN) aMUNonao3

e XapakTepHbIMU KITMHUYECKNMU
ocobeHHocTaAMU AA-amunongo3a
ABNSAETCA NnopaXeHue no4vyeKy
OONbLLUMHCTBA NaLUeHTOB.

 NMopaxeHne nevyeHn U/Unun ceneseHKn
oTHocuTenbHO pepkoe (okorno 10%).

 Cepaue nopaxaetcsl peako.

e Makpornoccusa ans BTOPUYHOIO
amMmunounaosa He XxapaKkTepHa.



[NeyeHb 60nbHOro AL-ammnonao3om Ha ayToncum




AmMunounaos nevyeHu

AmMunouna oTknaabiBaeTca Mexay cToroukamm
NneYyeHOYHbIX KIIeTOK U CTEHKOU CUHYyCcOUaO0B B
npoctpaHcTBe [ucce.

[MleyeHO4YHbIe KNEeTKN BOBJIeKaloTCA B npoLuecc
BTOPUYHO — CAABJINBAIOTCH.

B Hanbonblen cteneHn MHPUNBLTPUPOBAHbLI
NMPOMeXyTOo4YHasa U nopTaribHasi 30HbI.

(Mpu AL-amunoudo3e Moxem omkriadbieambCsi
mak)xe 8 CmeHKax apmepuosi nopmarsibHbIX
mpakKmoae, 80Kpy2 UHMepsiobynsapHbIx apmepull).

NeyeHb yBenunyeHa, nnoTHaa, be3bone3HeHHas.
PyYHKLMSA ee OONro He cTpaaaer.
YacTto nmeetcsa nsonmposaHHoe ysennyeHue LL®P.



AMUNoONAO03 cerie3eHKMn

« "CaroBas ceneseHka"
(Aaeno3uTtbl ammnonpa B OCHOBHOM B (honnunkynax)

e "CanbHaa cene3eHkKa"
(amMmunoua B OCHOBHOM B CMHYCax U B nynbne)




BTopu4HbIn (NnpnobpeteHHbIN) amnnonaos.
[emopparmm no Tuny «wunkKay.




[TopaxeHne no4yeK nNpu HacneacTBeHHOM
(ceMenHbIN, reHeTU4YeCKoOM) amunounaose

¢ AGel-amunougos (¢puHCcKMn TMN) - 3aboneBaHne BnepBble OOHapPYXeHO

n onucaHo B PuHnaAHaun. AmMmnouna AaHHOro Turna NoOMMMO NoYek
oTnaraeTcAaA B OCHOBHOM B CTEHKe COCyaAoB U nNopaxaetT HepBHYHO
CUCTeMy, KOxy, rnasa.

¢® AApoAL-amunounpo3s - gaHHasa myTauus B NepBylo ovyepeab
xapaktepusyetcs HU3kum yposHem JINBI1. NopaxeHne no4yek BO3HMUKaeT
npuv NnpucoeauHeHne Apyrux mytauumn.

® AFibA-amnnounpos - ocob6eHHO xapakTtepHa HedbpoTponHoCTb. U HeT

XapakTepHoOW Ans Apyrmx TMNoB ammnouaa HempoTponHocTu. Bece
KITMHNYECKUEe CMMNTOMbI FOBOPAT O MNOPaXXeHUU NoYeK.

® ALys —ammnouaos - 3aTOT amunona MoXxeT o6pa3oBaTbCA B pe3ynbraTte

ABYX pa3nunyHbix myTtauun. Kak n AFibA-ammnnouna xapakrepusyetcs
HeppOTPONHOCTLIO U OTCYTCTBMEM HEUPOTPONMHOCTMU.



[Nepnoanyeckana 6one3Hb

SIBNIieTCA HacneAcTBeHHbIM 3a0orieBaHNEM HesICHOWM
3TUONIONMU, XapaKTepn3yeTca MNOBTOPSAIOWMUMUCA INM304AMU
nuxopaaku nepuToHnTa U/unu nneBpuUTa BO3HMKaeT
NPenMyLLeCTBEHHO Y NUL, NPUHaANeXalmnX K Tak Ha3blBaeMbIM
APEeBHUM HaUuUAAM: apMsiHe, Oyxapckue eBpeu, apabbl.

HapyLweHune B KOpoTKOoM nneyvye 16-U XpoMOCOMbI —
0enokKk «MapuHOCTPUM/MUPUH»

CvumnTomaTumka:
* NIUXopaakKa
* 0ONb B XXMBOTE
e bonb B rpyau
* CycTaBHble 6onu
* KOXHbIe CbINu
° peaKo — nepukapauT

Bo3Hukaetr AA-amunoungos



e HacneacTBeHHbIe nepuoanyeckue
ayToBocnanutenbHble 3aboneBaHus

 AyToBOCnanurtesibHble CeMenHbIe
nuxopagku

e CuUcTemMHble ayToBOCHNanuUTesibHble
3aboneBaHus

e HacneacTtBeHHbIe nepuoanyeckue
nMxopaaku

B.B. Pamees, A.X. CumoHsiH, N.A. Capkucoea, A.C.
Pameesa, J1.B. Ko3noeckass. KJIUWHWL U C T Ne 2°2008



AyToBocnanuTternbHble
CeMeMuHble NMXopaaKkn

Mpu 3TNX 3ab6oneBaHunax (B oTnnymne ot ayTOMMMYHHbIX
3aboneBaHWU) UrparoT pPosib, FMaBHbLIM OOpa3oMm,
reHeTU4YEeCKU AeTepMNHNPOBaHHbIE peakuMm MMMYHUTETa U
BOCMNaneHusl, a He MexaHu3Mbl, CBA3aHHbIe C aHTUIeH-
WHAYLUUPOBAHHbLIM CUHTE30M aHTUTEN UNn aktuBauuen T-
numdoumnToB.

‘pynna aytToBocnanutenbHbIX 3a005ieBaHUN BKIo4YaeT B
cebs cemeUHble nepnoanyecKmne nuxopaaku
(nepunoanyeckyro 6onesHb, cnHapom Makna-Yannca v gp.).

Hanbonee yactbiM OCNOXHEHUEM ABNAETCA BTOPUYHLIA
AA-ammnounnos.

MonekynsapHo-reHeTU4YECKMEe nccriegoBaHuUs NoKasanu, YTto
BaXXHEULULMM MeXaHU3MOM ayToBOCMNaneHus sABnsieTcs
HenTpocunbLHOe BocnaneHue, accoumnmpoBaHHoe C
rmnepnpoayKkumen MHTepneukmHa-1.

Pameee B.B., Kosnoeckas J1.B., 2012 a.




AyToBocnanuTteribHbleé CeMenHble
NMNXopaaku (npoponxeHue)

® Beaywmm nyckoBbIM MEXaHU3MOM HENTPOMUITBLHOIO

BOCnasrieHns iBnaeTcsa oopasoBaHue
MaKpPOMOJSIEKYJIAPHOro KOMMsieKkca - KPpMonmpuHOoBOU
MHnaMmmacomsl, KOTOpas UMeeT BaXXHOe 3Ha4YeHue B
WHULUMaLUM BOCMNarieHMs He TONbKO NMpPU CeMenHbIX
nepnoauyecknx nuxopagkKkax, Ho U Npu psapge WUPoOKo
pacnpocTpaHeHHbIX BocnanuTenbHbIX 3aboneBaHnmn
(noparpa, XOBJ1 n ap.). B aton cBA3U KpnonupmnHoBas
nHdnammacoma MoOXeT paccMaTpuBaTbLCA KakK OaUH U3
YHUBepCcasibHbIX MeXaHU3MOB HeUTpPonnbLHOro
BOCNarieHus.

® XpoHunueckmne aytoBocnanurtenbHble 3aboneBaHusA

co34alT NepCcCUCTUPYOLLUN BocnannTenbHbIN (POH U
CNOCOOCTBYIOT aKTUBaALUMN UMMYHHbIX peaKkuuu ¢

BO3MOXHbIM pa3BUTUEM KJ1aCCUYECKUX aYTOUMMMYHHbLIX
3a00neBaHuMN. Pameee B.B., Kosnoeckas JI.B., 2012 2.



HacnepgcTtBeHHble Nnepuogu4vyeckue
NINXopagKkn

Cunapom Bapuant macienoBanns l'enbl wan paKTOpLI pHCKA

* [Nepuoanueckas Gole3Hb AYTOCOMHO-PELIECCHBHOE MEFV
(cpenusemHomopcekas nuxopanka — FMF)

+ TunepummyHornodynuHemus D AyTOCOMHO-pELIeCCHBHOE MVK
C NMEPHOANYECKUM AHXopatouHsiM cuHapomoM (HIDS)

* [lepHoanueckuil CHHIPOM, 4CCOLMHPOBAHHBIN AYTOCOMHO- IOMHHAHTHOE TNFRSFIA
¢ peuentopoM K @HO-a0 (TRAPS)

« KpuonupuHonatuu AYTOCOMHO- JOMMHAHTHOE CIAS1/NALP3/PYPAFI
+ CeMeiiHBIH XON0A0BLIN aYTOBOCMATHTENLHEIH CHHAPOM (ceMeliHas X00a0Bas KpanuBHHULIA)

« Cunapom Maxkna— Yannca

» MyawricncTeMHoe BocnanuTenbHoe 3abonesaHne HeoHataabHoro Bo3dpacta (NOMID)/xpoHnyecknii HeiipOKOXHO-CYCTaBHOI CHHAPOM
netei (CINCA)



o o

KpnonupuHonatuu

® XapaktepHoe nposiBneHne KpmonmpmuHonaTum —

CbilNnb, HANOMUUHAaOLWAaA KpannBHULY.

'eH KpnonupuHa nokanusyetcsi B 1-u
XpomMmocome (nokyc 1q44).

MyTauuu AaHHOro reHa accouMnpoBaHbI C
BO3HMKHOBEHUEM HecKosbKux BapuaHToB CI1J1:

cuHgpoma Makna—Yannca
CeMenHOMN XOoroaoBOU KpannBHULbI.

MYINbTUCUCTEMHbLIM BOCHNalrinTesribHbIM

3aboneBaHUeM HeoOHaTaNbHOro BO3PACTaA (Neonatal

Onset Multisystemic Inflammatory Disease, NOMID nnun xpoHn4yeckum
HEeMpPOKOXHO-CyCTaBHbIM cuHapomMmoM aeteu - Chronic Infantile Neurological
Cutaneou<s and Articular svndrome CINCA)



KpuonnpmHonaTuu (npoponxexue)

 [UcTonorn4yeckn ooHapyxmBaroT
UHPUNETPaUNIO KOXU numdouutTamMmu u
HenTpodunamm, npu 3TomMm coagepKaHue
TYYHbIX KNeTOK B MUH(punbeTpaTe
He3HauYuTesrlbHO, YTO OTNMNYaET CbinNb NpuU
KPUOMUPUHONATUAX OT MICTUHHON KPannBHULbI.

« Hanbonee nerkoe Te4eHue - Npu ceMenHoOmn
XOJiIo40BOU KpanuBHULE: MPUCTYMbI
nnxopankun, «KKpanmBHULUbI» U MONUapTpPanruu,
BO3HUKalOWMUMM B TeyeHue 12 4y nocne
BO34eNCTBUSA Xonoaa.



CuHapom Makna-Yannca

® Onucan T. J. Muckle n M. Wells B 1962

® HacneacrBeHHoOe 3aboneBaHue: KpanuBHMLA,
aMunonao3s n HeMpPOCeHCOopPHas rnyxoTa.

® Tun HacnegoBaHUA — ayTOCOMHO-AO0MWUHAHTHbIWN.

® MaHudhecTnpyeT B KOHOLLECKOM BOo3pacTe

npuUcTynamMum ypTuKapHou Cbinu,
pacrnpocTpaHsowWencs Ha Bce Terilo, 0CO6eHHOo
BbIpa>X€HHON Ha KOHEYHOCTSAX, NMNXOPanKN U
oonen B KOHEYHOCTSX.



Vi I'IH'JUIVI IVICGANJIAA"J JIlJiIvQ
(npoaonxeHwue)
® 1IByCTOPOHHASA HEUPOCEHCOPHAas rnyxoTa

BbISIBNAAETCA OObIYHO B AIeTCTBE UJIN FOHOCTMN,
MeAasieHHO nporpeccupyeT u AocTuraeT rnyookou
cteneHu K 30—40 rogam.

® B 3ToMm Xe Bo3pacTe Yy 60NnbHbIX pa3BMBaeTCs

HedppPOTUYECKUN CUHOPOM C MPOTENHYPUEMN,
ypemumen, aHeMmeun, otekaMmm KOHe4YHOCTEMN.

® M'ucTonornyeckoe nccriegoBaHne BHYTPEHHeEro yxa

BbIABJISET OTCYTCTBME KOPTUEBA opraHa v
YyBCTBUTEJILHOIO 3NUTENNA npeaanBepus,
aTpoMdu1Io KoxsieapHoro HepBa U OKOCTEHeHue
OCHOBHOW MeMOpaHbLI.



TRAPS (TNF-p receptor associated periodic
syndrome)

 CemenHana upnaHackKkasa nuxopangka,
BriepBble onncaHHaa B 1982 r. B 6onbLuon
ceMbe UPraHACKO-WOTNaHACKOro
NMPONCXOXOEHUS.

 loMMHaHTHO Hacnepnyemoe 3aboneBaHue,
oO0yCcnoBrneHHoe HapyLweHNeM CTPYKTYpbl
pacTBOpMMOun cyobeanHuubl (p595)
peuentopa K PHO-a - reH TNFRSF1A, Ha
xpomocome 12 (nokyc 12p13).

e [lpuctynbl NUXopagku He MeHblLUue 5 aHew,
npopofKarTca Ao 3 HeA.



TRAPS (TNF-p receptor associated periodic
syndrome) npogonxeHue

 Bbornb B XUBOTE MOXET UMUTUPOBAaTb OCTPbLIU
XXUBOT.

* KoxHble nposiBNeHus: oT NnceBAOKpPanMBHULbI OO
3pUTEeMaTO3HbIX NATEH HenpaBulbHON hopMbI U
OnsiLleKk pa3HOro pasmepa, ropss4ux Ha oLwynb U
YyBCTBUTEJIbHbIX NPY Nanbnauumn Ha Horax u
pyKax U pacnpocTpaHsoLwmecs oT AuCTanbHbIX
Y4acTKOB K MPOKCUManNbHbIM.

e HacTo cyxoun nneBpuUT, 005Ib B MOLLOHKE, apTPMHT,
KOHBHHKTUBUT U NepruopounTanbHbIN OTEK.

e JlemKouuTo3 BO BpeMs aTak.



[MToykn 6onbHoro AA-ammnonao3om
Ha ayToncum




Kakon metoa AMarHOCTUKM
aMunonao3sa fiBnsieTcs
Haunobornee cneyunPUNYHbLIM:

1. BbigaBneHne macCMBHOU
NPOTEUHYPUMN.

2. KomnbroTepHas
TOoMorpadus.

3. bwuoncua c nocnegyowmnm
MCTONOrMYECKUM
nccrieqoBaHueM.

4. MarHmtHo-pe3oHaHCHas
TOoMorpadgus.

5. BbigBnenue rematypun. * 2 s a 3

0% 0% 0% 0% 0%




IInarHocTtuka amunouao3sa

 bBuoncusa gecHbl: NP CUCTEMHOM aMUunonao3se
AaeT NonoXuTtenbHbIN pe3ynbtaTt B 60% cnyyaes

e PekTanbHaa ounoncusa: B 75%
e Buoncusa novek: B 85 - 95%
e Buoncusa nevyeHum: B 70 %

 AccnepgoBaHume acnuparta NoaKOXXHO-KUPOBOU
knet4yatku: 80 - 90%

 Buoncusa cepgua: Takke MOXeT UMEThb
AnarHocTuyeckoe 3Ha4vYeHue



HedpoTtnyecknn cuHapom npu amunonaose

a) doknnHuyeckasn (nareHTHas) cragus -
OTJIOXeHne amunonaa B UHTepMeaAnapHoOU 30He U
Nno xoAy NpsiMbIX COCyAOB NUpamMup - pa3BuBaeTcH
OTeK U o4yaru cknepo3a. Ctagusa gnutca 3 -5 u
bonee ner.

0) NpoTenHypuyeckana ctaama - 3axeaT nupamMmua u
KOPKOBOIro BelwecTBa rnomepysn, CoOcyaos.
AmMunoug nosaBnseTcs npexane BCero B Me3aHrmu, B
neTnax kKanunnsapos. [poucxopaT cknepos u
atpoduna HedbpoHOB, runepemMmus N nMmMmoocTas.
[To4yku yBenuyeHbl B pa3mepax, NnoTHble, MaToBO-
cepo-po3oBoro useta. [poaoNKMTenbHOCTb
ctagum ot 10 oo 13 ner.



HedpoTnyecknm cuHapom npu amunongose
(npoaonxeHue)

B) HeppoTmnyeckas cragusa - aMmmriongHo-
nunonaHbin Hedppo3 - aMmunona BO BCcex oTaenax
HedpoHa. UMeroTca cknepo3 u ammnounaos
MO3roBOro Crnosi, HO KOpKOBbIN Crion 6e3
BbIPaXXeHHbIX CKIIePOTUYECKUX U3SMEHEHUMN.
NMpoaomxuTenbHOCTbL cTaguu Ao 6 ner.

r) Ypemunyeckasa ctagus - aMmmnonaHas
CMOpLLUEeHHas NMoYKa.



OcnoxHeHus
HedppOTU4YECKOro cmHapoma



KRakue Bbl 3HaeTe
OCJ1I0)XXKHEeHUA
HedppoTUYeCKoro cuHapoma?

1. Tpombo3bl 1 3mMOONUM.
2. Hedpotnyecknm Kpus.
3. OteKk Mmoa3ra.
a1
D

OlNH.

Bce
BblLLIENEPEYNCTIEHHOE.




OcnoxHeHusa HC

e TooMbOO3bI 1 3IMOONUMN,
* HechpoTnyeckuu Kpms,

e OTeKk MO3ra,
e OlNH.



HedpoTnyecknm Kkpus

«BHe3anHoe" yxyalweHne cocTossHUA OOSIbLHOrO,
MMerLero BbipaXeHHY rmnonpoTteMHemMuiro (Ao
35 r/n) n runoans6ymMmuHemuio (8o 8 r/n),
CBfi3aHHOe C pa3BUTUEM FrMNOBOJIEMNYECKOrO
LLOKa, apTepuanbHON NMMNOTEH3UU C
BO3MOXHOCTbIO CMepTeNnibHOro ucxoaa.

[MlepBble NPM3HaKU: aHOPEKCUS, TOLLHOTA, pBOTA.

3aTeM - UHTEeHCUBHbIe OONU B XXUBOTE U
MUrpUpyroLasa poxxenogooHas aputema, 4yawe
Ha KOXe XXNBOTa, NnepenHen noBepxHoOCTU beaep
U royieHemw.

PoxenogobHasa apuTemMa npoTeKaeT C BbICOKOU
nvxopankou (ee Heobxogumo
AanddepeHUMpoBaTb C HACTOSLLEN POXKeEWN,



[laToreHe3 He(hpoTUYECKOIro

* aKTUBaLUUA knnnHB¥BP&icrembl B oTBeT
Ha TSHKenyr rmnoBOSIeMUIO C NOBbILWEHUEM
oOpa3zoBaHMA OpaaANKUHUHA,
conpoBoXgarLwmmcs ooneBbIM
adhbekToM, BbipaXeHHOU Basoaunataumen
N 3HaYNTesNIbHbIM HeynpassieMbIM
nageHnem aptepuanbHOro gaBrneHus.

e CripoBOLUMpPOBaTbL pa3BUTUE
HedppOTUYECKOro Kpmnsa MoxeT
HeageKkBaTHOE Ha3Ha4YeHUe ANYPeTUKOB.

* NpeAcKasaTb yrpo3y He(ppoTUYeCKoro
Kpu3a moxeTt cHmxeHue OLIK go 55-60% ot
HOPMbI.



JleyeHwe
HedppOTUYECKOro Kpmusa

e JleyeHne HehbpOTNYECKOIO Kpn3a
COCTOMUT B BOCNOJIHEHUM obbema
nna3mbl C MOMOLLUbLIO BHYTPUBEHHOIO

BBeOeHUsA 0erlKkoBbIX PacCTBOPOB U
nnasmMmosamMmeHuTeneun.

 [lomumo nnasmo3amMellaroLlen
Tepanuu, NPUMEHAT aHTUKUHNHOBbLIE
(napMmuauH B go3se 2 r/cyT),
AHTUIMCTaMUHHbIE NeKapCTBeHHbIe

|  aValdl el aV¥Ye L. o BN |



NeyeHune HC

e [lneta: 3HauYnTenbLHoOe orpaHN4YeHue
notpebrneHna conu — meHee 3r B
CYTKM; crieayeT MakKCMMaribHO
UCKINYaTb NPOAYKTbI, OoraTtble
CONbIO, BNJ1OThb A0 3aMeHbl O0ObIYHOU
NMUTbeBOU BOAbI ANCTUIINIUPOBaAHHOMN.

e O6bLeM XKXMAKOCTU 3a CYTKU He A0JKeH
npeBbIlLaTb 00bLEeM BbieNIeHHON
MOYM Oonee yem Ha 200 Mn.




JleueHue HC (npoponxeHue)

e [lneta, copgepxawan B cpeaHem 1,1-1,2
r 6enka Ha 1 Kr HopmMmaribHOM Maccbl
Tena 0onbHOro ¢ oodaBrieHMeM Ha
notepu, ooycroBrieHHble
npoTeMHypueu us pacyetal,2-1,5r
nuwieBoro 6enka Ha 1 r CyTOYHbIX
notepb 6ernkKa c MO4YoM.

e Taknum obpasom, coaepxaHme 6enkaB
paLlnoHe MOXeT cocTaBnATb 90-110T,
N3 HUX He MeHee 60% XXUBOTHOTIO
NMPOUCXOXAEHUSA.

 CnegoBaTtenbHO, peyb naet oo



[TogxoAabl K ne4yeHUo OTEKOB

- OrpaHu4yeHune HaTpuA B nULle

- Ha3Ha4YeHne MOYeroHHbIX

- BHyTpUBEeHHOE BBeAeHue
anbLbymunHa

- YnbTpadunbsTpauus

- [lorpyxeHue B Boay 6e3 ronoBbl
(Head-out water immersion)



CopepxxaHue HaTpuUA B NuLle

e BbicOoKoOe (6onee 10 MOkB/100r)
- Xne6, 3epHOBbIe XF0oMNbSA, NnaBneHbIN CbIp, COYCbI.

- ConeHast nuwa: Macro, YMnchbl, Kpekep, opexm,
NONKOpPH, MapuHaabl.

- KOHCepBbI: 0BOLWHbIE, MACHbLIE, PbIOHbIE, CYNblI.
e CpepHee (5-10 MOkB/100r)
- Kykypy3Hasa n oBcsiHasa MyKa, 3efleHb, KOpHennoAbl.

- CyweHble opyKTbl, 6apaHuHa, UeribHOEe MOJIOKO, KpeMbl,
MOpOXeHoe.

e Huskoe (meHee 5 M3kB/100r)
- NMweHU4YHaAa mykKa.
- Caro, puc, caxap, ppyKTbl, PPYKTOBbLIE COKM.
1 MIOKB Na+ = 23 Mr Na+ unu 58,3 Mr noBapeHHOM COJIu.



TOYKM NPUNOXeHUa ANYPETUKOB

CooTBeTCTBEeHHO NnoKanusaumu
AencTtBuAa B HedppoHe:

Ha NPOKCUMaribHble
KaHanblbl AE€UCTBYIOT
cnadéeunwime 3 MovYeroHHbIX
— UIHIrMOUTOPBLI
Kapb6oaHruapasbl
(aueTo3onamua, anakapo).

BHYTPEHHM
=)

la — nHrMbuTopbl KapboaHrugpasbl, I6 — ocMmoTUYECKME OANYPETUKM,
Il - neTnessble, lll — TMAa3ngHbIe, IVa — cnnpoHonakToH, IVa,o -
TpunamTepeH



TOYKM NpUNoXeHUa ANYPETUKOB

CooTBeTCTBEHHO

nokKkanusauuvm e cTBuA B
Hed)poHe:

KopkoBsbivi cnoi

Ha KOPTUKaNbHYIO YacTb
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la — nHrMbuTopbl KapboaHrugpasbl, I6 — ocMmoTUYECKME OANYPETUKM,
Il - neTnessble, lll — TMAa3ngHbIe, IVa — cnnpoHonakToH, IVa,o -
TpunamTepeH



Touykn n PUNOoOXeHnd ouypeTmnkonB

CooTBeTCTBEHHO

nokKkanusauum e cTBuUsA B
Hed)poHe:

Ha BCe BocxoasiLlee KoneHo
netnu NeHne — camble
MOLLUHbIE neTrneBble

.
avnypeTuku (pypocemup, g ;
3TaKpPMHOBAsA KMCNOTA, H T &3
6ymeTaHug, Topacemun). 5 & it

® < i wmid i)
J-4E A
i

la — nHrMbuTopbl KapboaHrugpasbl, I6 — ocMmoTUYECKME OANYPETUKM,
Il - neTnessble, lll — TMAa3ngHbIe, IVa — cnnpoHonakToH, IVa,o -
TpunamTepeH



TOYKM NpUNoXxeHnsa ANYPEeTUKOB

CooTBeTCTBEHHO

nokKkanusauum e cTBuUsA B
Hed)poHe:

Kopkosbi¥ choi

Ha gUCTanbHble KaHanbubl - ~_
KOHKYpPEHTHbIe
(cnnpoHONAKTOH) U
HEKOHKYPEHTHbIe
(TpuamTepeH) aHTaroHUCTLbI
anbAoCTEepPoHa,
OTHOCSsLMecCs K rpynne
KannncoeperarLwmx
MOYEeroHHbIX

Mozaroson cnon

BHYTPEHHUIA
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la — MHrIMOUTOpPLI KapboaHruapasbl, 16 — ocMmoTUYECKUe AUYPETUKM,
Il - neTnessble, lll — TMA3ngHbLIE, IVa — cnnpoHonakToH, IVa,o -

TpunamTepeH



[103bl MOYEeroHHbIX

[penapat Ho3a
M/o. 2-4 mr/kr/kaxable 8-12 4; makcumanbHas go3a 8
MI/KF/CYTKM

®Pypocemuna

B/B. 1-2 mr/kr/kaxable 8-12 4; makcumanbHas nosa 3
Mr/Kr/CyTKM

B/B nHcpy3ua. CHavana 6ontocHo 1-2 Mr/kr, 3aTeM UHY3ms

0.1-1 mr/kr/y

MeTa3onou* 0.1-0.2 mr/kr/po3a kaxgble 12-24 4
mapoxnopTtnasug™* 2-4 mr/kr/cyTkn Kaxable 12-24 4
CnupoHONaKTOH 2-3 Mr/Kr/cyTKu OQHOKPATHO
bymetanug 0.02-0.04 mr/kr/cyTku 12-24 4

* Metenix (Borg, Zydus Cadila) 5 mg.
**Esidrex (Novartis) 50 mg; Aquazide (Sun Pharma) 25 mg; Biduret-L (Glaxo) 25 mg with amiloride 2.5 mqg.




JleueHue HC, BbI3BaHHOIO

rmomMepynoHempUTOM.

e CtpaTteruio nevyeHunsa HC onpeaensioT
C YY4ETOM BapuaHTa NnopaxeHus
NnoyYek, nexatluero B ero oCHoOBe W’
aKTUBHOCTU UMMYHHbIX MEXaHU3MOB
nporpeccnpoBaHnNA NopaXeHus
noYexk.

* [I[pUMeHAIT KOpTUKOCTEpOUADI,
umknodgocdoaH, B TOM Ynucrne B
CBepPXBbICOKMX A03aX (Tak
Ha3bliBaemMas nyJfnibCc-Tepanus), n
Oornee coBpeMeHHbIe

IARARANJLIA DN AN NACC2OAL.ITL]



JIleyeHne HedpoTUYECKCKOro cuUHOpoOmMa
npun AA-amunouaose

1. leveHe oCHOBHOIO 3aboneBaHus

2. AueTta: 6enok - 60 - 70 r/icyT

a) usdberaTb NPOAYKTbI, coAepaliue Ka3seuH:
MONOKO, CbIp, TBOPOT,

0) npoTBOMNOKa3aHbl - MACO TENATUHDLI U
roBAAuHbI,

B) NOKa3aHo - MSACO DapaHUHbI,

r) NoKasaHbl - Kpynbl (NepnoBas n s4HeBas),
My4YHble U3genus, OBOLLM.

3. YHUTHon - HaumHawTt ¢ 3 - 5 mn 5% p-pa,
aoBoaAT nocreneHHo Ao 10 mn/cyT. kKypc - 30 -
40 gHen, NOBTOPAIOT Kypc 2 -3 pa3a B roga.



JIleyeHne HedpoTUYECKCKOro cCUHOpoOMa
npu AA-amunonpose (npogonxeHue)

4. KonxuuuH - HaumMHawT ¢ 1 mr/cyT, AoBOAAT A0 2
Mr/cyT

5. Aumetuncynodokena - 10 - 20% p-pno 7 -15r
BO DPYKTOBOM COKe

6. Jenarun - 0.25 mr x 2 paza B AeHb 1 - 2 roga
7. Cbipasa ob6xapeHHas nevyeHb - 80 - 120 r/cyT

8. Pndpunnekc — HU3KOMONEKYNAPHbIN cynbdaT
(bnokunpyet obpasoBaHue amunonaa B ne4eHwu)



