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ObLWwKnn a3oT KpoBU

4 v

A30T 6enkoB KpoBU HebenkoBbIW a30T KPpOBU
(ocTaTo4YHbIN) 15-25 MMonb/n

e A30T Mo4yeBUHbI — 50%

 AMuHokucnot — 25 %

 MoueBown kncnotbl — 4%

« KpeaTtnHa — 5%

* KpeaTtunHuHa — 2,5%

 AMMMaka n nHamkaHa — 0,5%

* [NlonunenTunabl, HyYKNeoTabl,
rMyTaHWOH, BUNMPYOnH,
TMCTaMUH. ..



beaku - BBICOKOMOJICKYJIAPHBIC OPI'aHNYCCKHUC COCITMHCHUSI,

COCTOAIINC N3 OCTATKOB dMHWHOKHCJIOT, COCANHCHHBIX HCHTI/II[HOI/I
CBA3bBIO.

Genky ©—> PYYPETOBas peakuus

Ooowun 6enok
4N

®Ppakuum 6enkoB OTaenbHbIe OenKu

AnbbyMUHBI AnbOyMuMH
a1-IModynuHbI CPBb
02-rnodynuHbI [@anTOrnobuH,
B-rnobynunHbl MakpornobynuH,
Y-rnoOynunHbl LleppynonnasmuH

nT.Aa.
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duoneToBbLIN KOMMNEKC

e HopmonpoTtenHemusi — cogepxaHue obLiero
bernka B nnasme KpoBu 65-85/rn
 unepnpoTenHeMusn - cogepxaHme oodulero dberka
B niia3me KpoBu Bbille 85/n.
 TunonpoteunHemusa - coagepxaHue obuiero denka B
niasme KpoBu HMXKe 65/rn.



f'MnonpoTtenHemus

AOGcontoTHasN:
e OcTpoe u XpoHn4yeckoe BocnarieHme

— NHpekuun (BnpycHble, 60MbLIMHCTBO
BbakTepuanbHbIX, HEKOTOPbIE NapasnTapHbIe).

— PeBmaTnyeckne d6onesHu.
— OXOrW.
— HeKkpo3s TkaHu.
e [loHXXeHue cUHTEe3a B NeYeHu
— [1leyeHoYHO-KNeToyHasa HegoOCTaTOYHOCTb.
— HapyLWeEeHNA MUTaHUS.
— 3M10Ka4YeCTBEHHbIE HOBOOOpPAa3oBaHUA.
— cepaedHas HeJoCcTaTO4YHOCTb.
— BpOXOeHHas aHanboyMmHemus.
e bepemMmeHHOCTb



° YBenun4yeHue notepb 0enka n3 opraHmsma
— HedpoTtnyecknun cnHapom.
— OXOrwn.
— TpaBMbl 1 pasgaBnnBaHUe TKaHEW.

— Tpchcynauvl;l U SKCCyaauunAa N3 rnosiblix opraHoB UJA
afnnTerinaribHbIiX HOBerHOCTeIZ.

— [locne kpoBOTEYEHUI 1 BBEOEHUS KPOBO3aMELLLAOLLIMX
XUOKOCTEWN.

— Xenyno4dHo-kuuevHble U numdaTtnydeckmne oucTtynol.
* [loBbllWweHMe KaTabonnama

— [loBbllWeHHasa TeMmneparypa Tena.

— CemeinHas ngmonaTtmyeckas runonpoTenHeMums.

— CocTosiHua runepmeTtadbonmama ropMoHasribHOro
NPOUCXOXKAEHNSA ( TUPEOTOKCUKO3, HEKOTOPLIE
3M10Ka4YeCcTBeHHble HOBOODOpa3oBaHuA).

OTHOoCcHuTenbHasn:
e [loBbllWeHMe 06 bEMA KpoBU (rMnepBonemMus)



'MnepnpoTenHeMus — NoBbilLeHne 6enka B KpoBU

e ADcornoTHaA: MMerioMHON bone3Hn n bonesHu
Banbaemctpema — cBsi3aHHbIE C MOBbILLIEHHbIM
obpa3oBaHMEM NAaTONMOrMYecKknx DEnKos;

 OTHOCUTenbHasA: gernaparayum opraHmama
Npu: TpaBMax, oXorax, TSKenblX MHpeKUmSX.



OnpepeneHune
oTOerbHbIX OEenKoB

* OnpepgeneHne otaenbHbIX DENIKOB UMEET BbICOKYIO
ONarHoCTUYECKYH LIEHHOCTb



AnbOyMUH

[MpocTon 6enok maccon 65k[a, CMHTE3NPYETCA B MNEYEHMN.
Ha anbbymuH npuxoantbesa 40-60% oT Bcex 6enkoB nrasmbl KPOBM.
[Mepuon nonypacnaga 18-20 gHewn.

BUONNOIMYECKOE 3HAYEHUE

[MooaepaHue oHkoTu4deckoro aasneHus n OLIK.

TpaHcnopT BewecTB nroxopacTtBopuMbix B Boae BellecTtB (XKK, metannos ¢
Ban. +2 (40% Ca?*), bunnupybuHa, ropmoHos: T3, T4, kopTusona,
anbOoCTepoHa)

NMPOBbLI

CbIBOpOTKa 6e3 remonmsa.

CTtabunbHocTb anbbymunHa B cbiBopoTKe: npu 18-30°C go 1 Heaenwu, npn 2-8°
C oo 1 mecsaua.

NMPUHLAN

AnbbyMnH B3auMOaeNCTBYET C OPOMKPE3010BbIM 3efieHbIM Npu pH 4,2.
OnTuyeckada NNoTHOCTb 0DpPa3yLLLErOCH XXENTO-3eNeHOro KOMMseKca,
namepsdemas npm 630 HM, NpPsSMO NPONOpPLNOHANbLHO KOHLUEHTPaL K
anbbymunHa B npobe

PedepeHTHbIe 3Ha4YeHUA B CbIBOPOTKE K nnasme: 35 - 50 r/n



OunarHocTu4yeckoe 3Ha4YeHMe anboOyMmnHa

'MnepanbbyHemus

1. OTHOCUTEnbHasa Npu gervaparayum

'MnoanbLbyHemus

1. CHMXeHue cnHTesa npu naTtonornm nevyeHu, benkosoe
rofiogaHue

2. [lloBbllWEHHbIN KaTabonmam 6enkos Npu NOBPEXOEHNN

TKaHewn, BocnarieHnm

[ToTeps Bernka npu naTornornm NoYek, KULWeYHnKa

[lepexon anbOyMuHa BO BHeECOCYAUCTOe pycrio (B

HopMme B KpoBu 40% anbbymunHa)

He3penocTb nevyeHn y geTeu

. Y XEeHLUUH npn bepeMeHHOCTN (OCOBEHHO 3 TPUMECTP)
N NakTauuu.

il

o o



OnpepeneHne oTaernbHbLIX OerikoB
npoBoaAaT metogom UDA

UDA — meToa, KOTOPbIN NO3BONSAET onpeaensaTb noodble
BELLECTBA, HA KOTOPbIE MOryT 00pa30BbLIBATLCA aHTUTENA

OcHoBOW MeToaa ABNSAETCA peakuusi: aHTUreH-aHTUTEenNo

« Kak npaBuio aTo NpoaomKUTENbHbIE U

OOPOrocTosALneE METOAbI
e B cBA3u ¢ DONbLUMM KONMMYecTBOM OenkoB B

kpoBu (>200), BbiOOp OenkoB, HEODXOAUMBIX
0N nccregoBaHust CrioXeH.



OdnarHocTuka naTonorum novek

HanmeHoBaHue Ob6bem Jzeriizspies MeTton K
BO Homep
ggJ'IOK NIoTHbIX koHTakToB 2 (TJP1, Benok Zonula occludens 2 (Z0O-2)), 96 BCM Diagnostics ELISA SEF167HU
o-lnytatnoH S-TpaHcdepasa (CblIBOPOTKA, Nnasma, moya), 96 96 BCM ELISA BIO91
ANCA-3 nmmyHo6not (PR3, MPO, GBM), 16 16 Orgentec ELISA 416-7890/16
ANCA-3 nmmyHobnot (PR3, MPO, GBM), 8 8 Orgentec ELISA 416-7890/8
b-2-MukpornobynuvH 96 Orgentec ELISA 416-5005
Ga/dakTop Hekposa onyxonu 6enok 5 (CTRPS), 96 96 BCM ELISA 45A-0031EK
IP-10 (UHTepdepoH v nHayumnbensHbin 6enok 10). 96 96 Bender ELISA BMS284
Medsystems
KIM-1 (B GUONOrnyYeckmnx Xmakocrax).96 96 BCM ELISA E90785Hu
N-auetun-6eta-D-rniokozamunuaasa (NAGase), 96 96 BCM ELISA SEA069
96 (B
p-TnyTtatunon S-tpaHcdepasa (p-GST), 96 (B nnasme u Moye) niasme u BCM ELISA BIO85
Moue)

TIM-1/KIM-1 Monekyna noepexaeHus novek-1 skcnpecc-Tect, 25 25 BCM ELISA H-RENA-25
TIM-1/KIM-1 Monekyna nospexaenuns novek-1 akcnpecc-tect, 50 50 BCM ELISA H-RENA-50
TIM-1/KIM-1 Monekyna noBpexaeHus noyek-1, 96 96 BCM ELISA DKM-100
TIM-1/KIM-1 Monekyna noBpexaeHus noyek-1, 96 96 BCM ELISA DKM100
a-Tnytatnon S-tpaHcdepasa B Mmoye (a-GST), 96 96 BCM ELISA BIO66NEPHA
AKTVBHbI peHuH, 96 96 IBL ELISA RE53321
AnbbymuH (onpegenenue B kane, Mmoye), 96 96 Immundiagnostik ELISA K 6330
AnbbymuH (onpedenenue B kane, Mmoye), 96 96 Immundiagnostik ELISA K6330
Anbda-1-mukpornobynuH, 96 96 Immundiagnostik ELISA K 6710
Anbda-2-makpornobynuvt (a2-MI') B moye v cbiBopoTke/nnasme, 96 96 Immundiagnostik ELISA K 6610




NMpownssoacTt Kar.
HanmeHoBaHue Oo6bem P MeTton

BO Howmep
Anbda-aktuHuH-4 (ACTN4), 96 96 BCM Diagnostics ELISA SEC223Hu
AHTU-ANCA cKkpUHWHT (aHTureHsl PR3, MPO) 96 Orgentec ELISA 416-5890
AHTUTENna Kk Gq-KOMMNOHEHTY KoMnremeHTa, 96 96 Orgentec ELISA 416-5490
AHTuTena k 6asansHon membpane knyboykos (Anti GBM) 96 Orgentec ELISA 416-5500
AHTUTENa K Myenonepokcuaase, 96 96 Orgentec ELISA 416-5190
AHTuTena k npotenHase 3 (PR3) BLICOKOYYBCTBUTENBHbLIN, 96 96 Orgentec ELISA 416-6180
AHTuTena k npotenHase 3 (PR3), 96 96 Orgentec ELISA 416-5180
AHTuTena kK dakTopy komnnemeHta H, 96 96 VIDIA ELISA ODZ-166
Benok Knoto, 96 96 BCM ELISA E97757Hu
Benok onyxonu Bunbmca (WT1), 96 BCM ELISA SEF116Hu
Benok onyxonu Bunbmca (WT1), 96 BCM ELISA SEF116Hu
ggnm( nnoTHbIX koHTakToB 1 (TJP1. Benok Zonula occludens 1 (ZO-1)). 96 BCM ELISA SEC262Hu
Benok, cBa3bIBaKOLLINI KMPHbIE KMCIOThI, NeY€HoYHasa dopma
(Liver-FABP, FABP1), 192 192 HBT ELISA HK404-02
Benok, cBa3bIBaOLLINI KUPHbIE KMCIOThI, NeY€HoYHasa dopma
(Liver-FABP, FABP1). 96 96 HBT ELISA HK404-01
Backyno-sHaoTtenuvanbHbin daktop pocta (VEGF), 96 96 BCM ELISA KHGO111

5 Bender

NHTepnenkuH-18 96 Medsystems ELISA BMS267
MDA Ha(_SOD Human alpha-1-microglobulin/bikunin precursor,AMBP. 96 Cusabio ELISA CSB-E11316h
ELISA Kit
MDA Habop Human angiotensin I receptor 1,ANG II R-1 ELISA Kit 96 Cusabio ELISA CSB-E11239h
MDA Habop Human Calbindin(CALB1) ELISA kit 96 Cusabio ELISA CSB_ELOO;:S




HauMeHOBaHME OBLem NpounsBoacTt MeTon Kar.
BO Homep

U®A HaBop Human lusterin CLU ELISA Kit 96 Cusabio ELisa | CSB-E0912Ih
V®A Haop Human Cystatin C.Cys-C ELISA Kit 96 Cusabio ELsa | CSB-E08384n
VN®A Habop Human Glutathione S-transferase theta-1(GSTT1) ELISA kit 96 Cusabio ELisa | COBTELOOBSS
MDA Habop Human glutathione S-transferases.GSTpi ELISA Kit 96 Cusabio ELISA CSB-E09032h
VI®A Habop Human Interleukin 18,IL-18 ELISA KIT 96 Cusabio ELIsa | CSB-E07450h
VI®A Habop Human Kidney injury molecule 1,Kim-1 ELISA Kit 96 Cusabio ELsa | CSB-E08807h
EA Habop Human Liver Type Fatty Acid Binding Protein(L-FABP) ELISA 96 Cusabio ELISA CSB-E13455h
NPA Habop Human myeloperoxidase.MPO ELISA Kit 96 Cusabio ELISA CSB-E08721h
-
Eﬁg:?&oo Human neutrophil gelatinase-associated lipocalin, NGAL 96 Cusabio ELISA CSB-E09408h
V®A Haop Human Osteopontin,OPN ELISA Kit 96 Cusabio ELIsa | CSB-E08392h
Eﬁg:?ﬁoo Human Stem cell factor/mast cell growth factor, SCF/MGFE 9% Cusabio ELISA CSB-E04718h
U®A Habop Human T-H glycoprotein, THP ELISA Kit 96 Cusabio ELIsa | CSB-E09451h
Eﬁg:?g)_?p Human Tissue Inhibitor Of Matrix Metalloprotease-1 (TIMP-1) 9% Cusabio ELISA CSB-E08003h
N®A Habop Human Vascular Endothelial cell Growth Factor(VEGF) 96 Cusabio ELISA CSB-E11718h

ELISA KIT




NMpownssoacTt Kar.
HanmeHoBaHue Oo6bem P MeTton

BO Howmep
NPA Habop Human vimentin,VIM ELISA Kit 96 Cusabio ELISA CSB-E08982h
NPA Habop Human a-glutathione S-transferases.a-GST ELISA Kit 96 Cusabio ELISA CSB-E08906h
DA Habop human 2-microglobulin BMG/B2-MG ELISA Kit 96 Cusabio ELISA CSB-E04883h
KanbnpoTekTuH - naktodeppuH B kane, 30 30 Vegal ELISA 306CL
KanbnpotektnH (MRP 8/14) (kpoBb/Mo4Ya/CblBOPOTKA) 96 DRG ELISA EIA5111
Kanbnpotektud (MRP 8/14) (cTtyn) 2 yaca 96 DRG ELISA EIA5190
KanbnpotektunH (S100A8/A9). 96 96 Buhlmann ELISA EK-MRP8/14
KanbnporekiuH (B nnasme, moye), 192 192 HBT ELISA HK325-02
KanbnporekiuH (B nnasme, moye). 96 96 HBT ELISA HK325-01
KanbnpotektuH B kane, 30 30 Vegal ELISA 306CP
Kanbnporektud, 10 10 BCM ELISA KST11005
KapboaHrnapasa2,.96 96 BCM ELISA E90782Hu
KnactepuH, 96 96 BCM ELISA 194-0342
KnaCTeDMH-MAK (pacTBOpPUMBIN MeEMOpaHOAaTaKYHLLINA KOMMIEKC, 96 BCM ELISA CR-002
coaepxalliui knactepuH), 96
KnactepuH-LIMK (LMpKyNvpyoLLMEe UMMYHHbIE KOMMMNEKChl, coaepsKallime 96 1062 BCM ELISA CR-001
knacrepuH), 96 1062
Konnared |V tuna B moye, 96 96 BCM ELISA BIO83
JInnokanux 2/NGAL, 192 192 HBT ELISA HK330-02
JInnokanux 2/NGAL, 96 96 BCM color 191-1022
JlnnokanuH 2/NGAL, 96 96 HBT ELISA HK330-01
MukpoanbbymuH (onpeaenexHve B Move), 96 96 Orgentec ELISA 416-4044
MuvionoavH (cvHantonoaunH 2), 96 96 BCM Diagnostics ELISA SEHO088Hu




NMpownssoacTt Kar.
HanmeHoBaHue Oo6bem P MeTton
BO Howmep

Habop nnsa onpenenenua nunokanuHa-2/NGAL metooom MDA 96 BCM ELISA 191-1022
Habop nnga onpenenenus uncratnHa C yenoseka 96 BioVendor ELISA 191-0091
HedpuH. 96 96 BCM ELISA E0937h
HedpuH. 96 96 BCM ELISA E90937Hu
MNonokanukcuH, 96 96 BCM ELISA E90768Hu
MonoumH, 96 96 BCM ELISA E90938Hu
Mpobupku ang c6opa moum, 100 wT. (ana Habopa BIO83). 45 45 BCM ELISA BIO84
MpopeHuH, 96 96 BioVendor ELISA RMIOO1R
MpocTarnaHavH D-cuHTasa (nunokannHoBoro tuna), 96 96 BioVendor ELISA RD191113C1)3
PenakcuH, 96 96 Immundiagnostik ELISA K 9210
PenakcuH-2, 96 96 BCM ELISA DRL200
PeTnHon-ceasbiBatoLLmmn 6enok (Mapkep ypoBHs ButamuHa A), 96 96 Immundiagnostik ELISA K 6110
CBoboaHble Kanna u nambaa Lenyu MMMYHOrnooynmMHoB Yenoseka, 2x96 2x96 BCM ELISA 194-0881
CUMMETPUYHbIV ANMETUNAPIUHWH, 96 96 BioVendor ELISA REA203
CYIMMETPUYHBIN ANMETUNAPIUHNUH, 96 96 Immundiagnostik ELISA K7780
CwuHanTonoauH (pp44), 96 96 BCM Diagnostics ELISA SEC885Hu
TpaH3uTOPHbIV pPeLenTopHbIV NoTeHUManbHbIn kaHan 6 (TRPC6), 96 96 BCM Diagnostics ELISA SEF846Hu
YpomoaynuH (6enok Tamma-Xopcsanna), 96 96 BioVendor ELISA RD19116353
YpoTteH3uH |l-poocTBeHHbI nentua, 96 96 BCM ELISA S-1269
Petynn-A (Alpha2-HS Glycoprotein, AHSG). 96 96 BioVendor ELISA 191-0371
Liycratd C MeTofoM UMYHHOTYPOUAMMETPU ANA aBTOMaTUYECKMX >200 Buhlmann ELISA KK-CYC
Suoxmmmyeckmnx aHanmsatopon, >200 TecToB TecToB

Lincratud C MeTOonOM UMYHHOTYPGMOMMETPUM ANA aHaNM3aTopoB >200 Buhlmann ELISA KK-CYC-6
Olympus u Vitros 5.1, >200 TecToB TecToB




«Cnenble U CNOH» — Ha3BaHWe APEBHENHONNCKON NPUTHN

an/ITL-Ia O CIMoHEe K cnenuax Ui CcTpupyeT NoHATUA NCTUHDbI N 3a6ny>|<1:|,eH|/|;|.



OnpepneneHune
dopakLuunn 6ernkos

e OcobeHHOCTb: benkn nverwLwmne oodbLlee
CTPOEHNE NMEIOT N 0DLLME PYHKLUK

 [log pencreune pasnnyHbiX akTopoB Denku
KPOBW MOTYT pasgenstca Ha ppakunm, B
KOTOpPbIX NpeobnaaatoT 6enkn ¢ odLLnm
CTPOEHNEM U BbIMOSTHAEMbIMU QOYHKLNAMMU

* B cBA3KU C 3TUM, onpeaeneHne otaenbHbIX

dbpakymn 6enkoB MMeeT AUarHOCTUYECKOE
3Ha4YeHune



MeTOoAdbl. BbiCasfiuBaHmne, TerJioByrw AeHaTtypauuto, O eHnednd 3T1oro

npyM aKUNeHpoBaH e -DeRKke B ve

Tennosym neHaTypau,mm ocax[deHune opraHm4yecknmmn pacteoputenamul

9TOr0  MNPUMEHAKT  pasHoobOpasHble  MEeTOoAbl: BbicannBaHue,
Tennosym AeHaTtypauuto, ocaxxaeHne opraHMYecKMMn pacTBoOpuUTENaMN,
xpomaTtorpadurona 3TOro NPUMEHSIIOT pa3HoobpasHble
METObl: BbicanneaHue,

TerIJ'IOBy eHaT aLl,V”‘O ocCaxageHune opraHW-leCKMMI/I aCTBOpMTeﬂﬂMM
ONeKTPQRE: = DasHeNeHe BRISH TE MASIOLIAS Raaty 10
WARGEY 84133 P8R MTOCTOAHHOM 3ITIeKTpUYEeCcKoM nose
BRI TETORE A5 RSAIEIS TEKURIRASERPHTon

Xxpomatorpaduo, anekTp p pacnpeaeneHne B OByxdasHbIX

d%@éﬁ&@ﬁ&x%gﬁﬁb@aum
B KpaxmasibHOM rene 16 18,

MeTOA0M MMMYHO3neKkTpogopesa — okono 30

BbicanunBaHue - pasgeneHne 6ernkos B pacTBopax conemn
LLIeSTOYHO3EeMeESbHbIX MEeTarsioB pa3HOW KOHUEHTpaLmnn
(3 dopakumnmn: anbOyMuHbI, rodynnHbI U PUOPUHOIEH)

OcaxageHne B CMMPTOBOM pacTBoOpe - pasgerneHme
6enkoB B CNUPTOBbLIX pacTBOpax Pa3HOW KOHLEHTpaLum




InekTpodoopes

ByepHbin pacTeop JnHua crapra
MNopoepxuBarowan

cpena
(HocuTens)

Hanpaenenwue anekTpodopesa

-

©

‘0o ®

i

IS

Nunun
crapra

MmoBynuHs! :




JlencuTorpamma O€JIKOB DnekTpodoperpaMma OCIKOB
CBIBOPOTKH KPOBH CBIBOPOTKH KpoBH (10 marueHToB)

WMII DHRANY HATERINSTYR I HL%EEMEHEST?H
FKATERINBURG REPINA STR.1

Patisnt:
T _.*t‘.»:t.:: = 5 i 1208
Test: SPE el o0 1Z.1lc. 7o

Section :

“anEbyMuUH . BECKMAN Paragon® SPE Gel ©
| =l
THOBYNUHBI O

——|

—_
ro0ynuHbI a,

rnodynuHb! B

.~ rmoOynuHbl Y

:

Frzction Rl
Glbumin 2
giphz 1 4.9
gipha 2 S
Beta 18,1
Gamma is



Opakunm 6enkoB Ha Liennonose

O6Lwunn 6enok 65-85 r/n
benkoevie ppaxuuu

AnbOymuHsbI (+npeanbOoymun)  35-50 /i1 (50-60%)

IJ100YJIMHBI

o1 -T7100yIHHBI 1-4 /11 (3-6 %)
0.2-T7100YIUHBI 4-12 v/ (7-13%)
B-roOyauHbI 5-11 r/n (8-14%)

Y-IJIIOOYIIMHBI 5-16 r/n (15-22%)



MpeanbObyMuHbI
0,2-0,4r/n

AnbOyMHHBI
35-45r/n (51 - 61%)

a4~ FMMoByNuHbI
1-4rin(3-6%)

—>-J—

y - TNoBynuHbl
9 -16 rin (15 - 22%)

IgG IgA IgM
igD IgE

Kucnein ay-
rMUKONPOTEUH

a4~ AHTUTPUNCUH

ai- PeTornodynuH
a - JiunonpoTeuH

Senok

Benok
TpPaHCKOPTHUH

a,- MNoBynuHbI
4-12rin (7 - 13%)

B- FMobynuHel
5-11rin (8 - 14%)

PeTUHONCBA3LIBAOWMUMN

TUPOKCUHCBA3LIBAKOLWUNA

LlepynonnaamuH

FfanTornodbuH
a,- Makpo-
rnodynuH

UHTep-a-Tpuncu-
HOBbLIW MHITMOUTOP

TpaHcoeppuH
MeMonekcuH

C-peakTUBHbIN
©enok

B2~MukpornodynuH
g-JlunonpoTenH




OuncnpotenHemMusi — HapyLleHne CooTHoLLUeHne 6ernkoB B

nnasme KpoBu

[narHocTuka HapyLeHuin rno 6enkoBomy CrekTpy 1 Opyrum

rnokasaresniaMm a3oTUCToro obmeHa Kposu

HapyweHus Ooo6wumn U3meHeHne dhpakumum moye | MoueB | Kpeat
Gernok 6enKoB KPOBM BUHa as WHWUH
Kucno
Anbby | a1 | a2 | B 1a
MUHBbI
OcTtpoe _ T T - - - -
BOCNaneHune M
XpoHu4eckoe _ - T _ _ _ _
BOCManeHue Y
HedpoTtndecknn
br Lol - = | = | -
CUHOPOM
OcTtpas novevHas _ _ _ _ _ T T T
HEeLOCTaTOYHOCTb
[TleyeHouYHO- _ _
! ! f by

HEeJOCTaTO4YHOCTb




lMapanpomeuHeMusi — TnOBLILWLEHWE B Mnnasme
KPOBWM MOHOKIOHasrIbHOro I/IMMyHOFJ'IO6yJ'II/IHa nnm
ero uenew. -

MnasmoumnTbl .,

Fab-qpparMeHThI
N-KoHel /\

nérxkaqa yenb —

s WapHUPHaA 30Ha

TAKENAA uenb —————

Fc-gpparMeHT

L L C-KOHel,

CTpoeHne nMmmyHornobynmHa



TepmnH "napanpoteunH" ([NI1) ObIN BNepBble WUCMNOMbL30BaH
Apitz B 1940r. ansa ob6o03Ha4YeHN1 MOHOKITOHanNbHbIX OENKOB B

KpOBWN, MOYE N TKaHAX, KOTOPbIEe Npon3BoaAaATCA MUEJTOMHbIMA
KINeTKkaMMn.

dTnonorua napanporeMHemMum - nponudepavmm KnoHa
nnasmaTU4YeCcKnX KIeToK yBenmymBaoLlas CUHTES
MMMYHOrnobynrHa ogHoro Knacca, nogknacca n n3otuna,
VI OTOENbHO €ro TSHKesbIX UMK Nerknx Lenemn.

CuHTE3 CBOOOOHLIX JIErKMX Uernen WMMYHOrnodyrnmHoB sBnseTcH
4YacTbIM SABJIEHNEM

N30nnpoBaHHbLIN CUHTE3 TSPKENOW Uenn HabrnogaeTca KpanHe peako W
oTMeYyaeTca npu rpynne 3aboneBaHun, 0ObLEAUMHSEMbIX OO Ha3BaHUEM
"©GonesHun Taxenbix uenen”



Ha anekTpodooperpamme npu napanpoTenHeEMnK
BUAHa oTAenbHasa rnosoca

%* )
%

& ’.

Ll

¢ O

™ 4&?

[Mpoaoykuma [N npupactaeT nponopuMoHarbHO 0ObeMy oOnyxonu, a
KOHLUEHTpauMa B KPOBU OTpaXKaeT ODLLYIO ONyXOosieBYO Maccy.

[Ip  MOHOKMNOHamNbHbIX rammanaTuax KoHueHTpauus [ ob6bl4HO
npesblwaet 30 r/n, a CUHTE3 OpYyrnx KrnaccoB MMMYHOrNOOYNMHOB, He
cBA3aHHbIX ¢ 11, nopaBneH.



OcHoOBHbIe 3a00neBaHUA U COCTOSIHUA, cBA3aHHbIle ¢ I, n nx BcTpeyaemMocTb

XapakTtepucrtuka Ho3onornyeckas cpopma Xapaktepuncrtuka Bctpevaem
npouecca napanpoTremMHeMumn OCTb Npw
BbISIBJIEHUN
nr, %
HeoHkonorndecku | lNapanpotenHemnyeckas IgM IgA=IgG 20
e 3aboneBaHus nonuHenponaTus
MOHOKNOHanNbHbIN | Tun -
peBMaTongHbln akTop MoHoknoHanbHbIN Il TN
KpuornobynuHemums - 9cceHunanbHbIi
(cmewanHas) Il Tvn -
[MoNnKNOHaNbHbIN
XonopoBas remonutndeckasi | XosnogoBble
aHeMns (MOHOKOHasIbHas) arrnioTUHUHBI IgM
Kanna
Amunongos AlL-amnnonno3 bonesHb
OTTIOXKEHUS NErKnx
Lenen
MuncenemaTosHbIv nuwan lgG/kanna Pepnko
(cknepommnkcenema)
POEMS-cnHgpom 6one3Hb KactenvaHa Pepnko

POEMS - nonnHenponaTus, opraHoMeranus, nonaHAoKpMHoNaTns, MOHOK/TOHAsbHbIN
KOMMOHEHT, KOXXHblE€ USMEHEHNS.




Xapaktepuctuk | Hosonorn4yeckas cpopma | Xapakrepuctuka BcTtpevaem
a npouecca napanpoTenHeMumn OCTb Npun
BbiSIBJIEHUMN
Mnn, %
OHkonorundeckune | MHoxxectBeHHast mmenoma | IgG 50
3aboneBaHus IgA 20
Mwnenoma beHc- 15
[>xoHca (6bonesHb
nerkux uenen)
buknoHanbHas 2-4
HecekpeTtupytouias Pegko
Penokune dopmel: IgD Pegko
- IgM - IgE
MakpornobynmHemms IgM 4
BanbgeHcTpema
ConuTtapHas 1
nnasmayutToma
JinmdonponudepatueHbie | Jlinmdoma XJ1J1 )
3aboneBaHus
BonesHb TsXKenbIX Lenen Anbta/ramma/mio Pepko




OucnpoTreMHeMnmn KpomMe METO0B pa3aerieHns
onpeaensarTca ocagodYHbIMU ANCNPOTENHEMNYECKUMUA
TecTamu:

1. Mpo6a Benbrmana (0,4-0,5 mn pacteop Ca?*)
2. CynemoBas npoba (1,6-2,2 mn HgCl,)
3. Tumornosasi npoba (TumonoBbIn bydep)



TumonoBas npoba (TumonoBepoHanoBas npoba)

[Tocne npndaBneHnsa K CbIBOPOTKE HACLILLEHHOIO pacTBopa
TMMOSa POTOKONOPUMETPUYECKU onpeaenaeTca NnoMyTHeHne
CbIBOPOTKWN: B HOPME MYTHOCTb CbIBOPOTKKN paBHa 0—4 ME.
YBenumyeHme MyTHOCTU NpU HanNn4nm CBNOETENLCTBYET O
ONCNpoTENHEMUMN.

«+» y 70—80% 60nbHbIX OCTPbIM BUPYCHBIM renaTUTOM YXKE B
nepsble 5 OHEN XenTyLHOro nepuoaa.

«-» Y BONbHbIX C 0OTYpaLMOHHOW XKENTYXON B TaKMNe e CPOKMU.
«+» y 60—70% 60nbHbIX C LMPPO30OM MEYEHU

«+» Yy 70—80% 60nbHbIX XPOHNYECKMM aKTUBHbLIM renaTtuToM.
Tnmonosasa npoba asngaeTca ogHMM 13 Hambonee
4YyBCTBUTENbHbLIX N HAAEXHbIX NoKa3aTesien akTUBHOCTU
NaToNorM4ecKoro rnpoLecca B NeYeHmu.

OpgHako npoba MOXET ObITb NONOXUTENBHOW NPU Hedpo3ax,
HedopuTax, KonnareHo3ax, NHEBMOHUAX, MHOTUX MHAEKLNSIX,
npu Mandapumn, cencuce, baktepuanbHOM 3HOOKapauTe.



[laTonormm ceA3aHHbIE C
HapyLweHnem obmeHa
HebENnKoBOro asoTa KpoBW



HebenkoBbIN a30T KPOBMU (15-25 mMonsin)
'Mnoasotemus A3oTtemus (runepasoremus)

PeTeHUMWOHHAaA NpoaykunoHHas

PeTeHUMOHHaA a3oTemMus HaACTyMNnaeT B pe3yribrarte
HEeJOoCTaTOYHOro BblAENEeHNa ¢ MOYou a3oTcogepXKawux npoayktoBs
npun HopMalJibHOM MOCTYIMJ1IEHUN NX B KPOBAHOE PYCI10

NMoyeyHaa — nponcxoguT 3a BHenoye4yHas — B pesynbraTe
cYyeT ocnabneHus BbliOoenu- TSXKENbIX HapyLUEHWN
TeNbHOW (PYHKLNU NMOYEK. KpOBOOOpAaLLEHUS, CHUXKEHUS

apTepuanbHOro AaBneHus,
MOYEYHOro KPOBOTOKA.

B ocHOBHOM 3a cyeT
moyeBuHbl ( 90% )

[Mpodoy3HbLIE KpOBOTEYEHUS,

[[momepynoHedpur, v
Py Pp TpaBMaTUYECKUI LLOK

aMunIionaoa rnoYKu...



PeTeHUMOHHAA NoyYyeyHas a3oTeMus

OcTpasi no4yevyHast HegoCTaTOYHOCTb:
* pPe3KO CHNXaeEeTCA BblaesieHne Mmo4YeBHbI C MO4Y0U

e tmoyeBunHa B kposu = 300 — 500 mr/100mn

B kpoBn 100 mr/100mn 200 mMr/100mn 300 mr/100mn
CpegHen Taxenoe OyeHb
TAXEeCTU TaXKenoe

HapyLweHne dpyHKumn
noyvek

N MO4YeBUHbI
OTHOLWEeHMe a3oTa MOYEBUHbI K _ x 100

OCTaToO4YHOMY a30TYy KpOBU ocTato4HbIv N

B Hopme =48 %



Onpe.qeneHMe MO4YeBUHbI B KPOBAU U MO4Ye

Ypea3HbIU MeToa — MOYEBMHA Mo OENCTBUEM ypeasbl
pasnaraeTcs Ha yrnekucnbi ra3 1 ammumac.

ypeasa

MoueBuHa + HZO )2NH3 + CO2

NH, pearmpytoT ¢ canuumnatom v runoxrnoputom ¢
obpasoBaHneM 3eneHoro xpomodopa (MHgogpeHona).
MHTEHCUBHOCTb OKpacKu nponopumoHanbHa KOHLEeHTpaunm
Mo4eBUHbI B Npobe. OnnHa BonHbl: 580 (580-630) Hm .

PedepeHTHble HOpMBbI

KoHUEeHTpaunsa movyeBuHbl B KpoBu = 3,3-6,6 MMonb/n

3a CyTKM ¢ moyou BbigenseTtcs — 20-35 r MOYEBUHbI.



npO,El,yKLI,VIOHHaFI azoTeMus — N30bITOYHOE NOCTYynineHnm
HEBENKOoBbIX a30Tcoaepxawnx sewecTB B KPOBb

NMPUYKnHDLI:

1. 3aboneBaHus1 ne4YeHU (CHMKEHNE CMHTE3a MOYEBUHbBI U HAKOMNEHNe
ammuaka, AK)

HacnepncrtBeHHble NaTonorMm OPHUTUHOBOIO LIMKNA
HacnepcrtBeHHble 60ne3HM aMMHOKUCHOT (AMUMHOaUumMaonaTumn)
BocnaneHue

UHeKunoHHbIe 3aboneBaHnA

TpaBMbl, 0XXOrn, onepaTMBHbIe BMeLlaTernbCTBa

KnweyHas Hen pPOXoAUMOCTb

© N o 0 k oDb

OHKkonorus



OOMeH OCTaTOYHOro a3oTa

[lesaMmnHnpoBaHmne a3oTUCTbIX CoeanHEHN, B OCHOBHOM AK,
NYPUHOBbIX, MMPUMUOVNHOBBLIX HYKNEOTUA0B M Op.

-

AMMMak
Obe3sspexusaHue BbieedeHue

Obpa3oBaHWe B TKaHAX

CuHTes
MOYEBMHbI B YK a-KI TBK aMMOHUNHbIE
neyeHn Act Ty Arad conu
Ads-  [1iw
aMMOHMU
oreHe3s

MOYA



MOYEBUHA

ObpasyeTca B Ne4YeHn n3 ammmaka n acnaprtara B OPHUTUHOBOM
LMKIe

B 18 pa3 meHee TOKCU4YHA, YeM OCTalbHbIE a30TUCTLIE B-Ba

CbIBOPOTKHA NH2
Pi
CO~O-P
MoueBuHa
NH, OpHUTUH 2. OpHUTUHKapba-
0.0 MounTaHcdgeppasa
LUutpynnuH
NH, 5. ApruHasa
H O 3. AprMHUHOCYKLMHaT- acnaptart
2 CUHTeTa3a
ApPrvHuH
4. ApruHaHoCcyKuUuHaT-
fnasa ApPrmHMHOCYKUUHAT

doymapat



YpoBEHb MOYEBUHbI

NMoBbiwwleH

N —

10.
11.
12.

©ONOSOhW

3aboneBaHua no4vek (rnomepyrioHedpuT, NnenoHedpuT, TyO0epKynes noyek)
HapyLLUeHne OTTOKa Mo4mn (0nyxorb MOYEBOro Ny3blps, ageHoma
npocTtaTbl, KAMHN B MOYEBOM MNy3bIpe)

cepaedHas HegoCTaTOMHOCTb (OCTPbIN MHAAPKT MUOKapaa).
[erngpoTauuns

CUNbHbIE KPOBOTEYEHUS

Nenko3s, 3riokadeCcTBeHHbIE ONyXosn

KMLLIEYHaAa HEMPOXOAUMOCTb

LLIOK, NIMXOPago4YHOE COCTOAHME

Oxoru

donanyeckon Harpysku,

npuem aHapPoreHoB, rMMHKOKOPTUKONOO0B

benkoBaga anerta, ronogaHune

NMoHuXeH

S i

[TaTonornsa OpHUTUHOBOIO LMKIA

bepeMeHHOCTb

HapylweHunax paboTtbl nevyeHun (renatut, LMppo3, nedyeHo4YHasa koma)
OTpaBneHnn pocpopomM NN MbiLLbAKOM

BesbenkoBas anerta

Manbabcopbuus



YpoBeHb aMMUaKa

NMoBbilleH

N

Sl o\

cbpoC KpOBM MUMO MNEYEHUN — LLUYHTUPOBAHNE NEYEHMU;
LIMPPO3 NEYEHU;

BUPYCHbIE renaTuThbl;

paK NeYyeHu;

BblpaXXeHHasi XXnposasi ANCTpoPua rneveHu;

BPOXXOEHHbIE U NMPUODPETEHHBLIE (bepMeHTONaTUN
NEeYEeHU;

NMPUEM HEKOTOPLIX NEKaPCTBEHHbIX CPeacTB: dypocemuma,
HapKOTUYECKNE aHanbreTnku, bapoutyparsbl.



HacneacrBeHHble HapyLleHUA

OPHUTUHOBOIO LUKI1a N UX OCHOBHbIE

nposBJieHUA
edext MeTaboJIUThI
3aboneBaH é)[e (bMeH Tun Knuanueckune
ue I;a HaCJICAOBAHUS NPOSBICHASA | gpoBb | MOYa
1. B Teuenue 24-48 4
I'vnepamm Ion
Kapb6amound | AyrocomHope nocJie Opo
OHUEMMUS, . Ala
OoC(PaTCUHTET | IIECCUBHBIN POXKICHUS TaT
™I 1 NH
aza | KOMa, CMEPTh 3
2. CuenyieH I'unoronus,
I'unepamm " In
OpHUTHHKAD HBIU C CHUKCHUE Opo
OHMEMMSI, Aja
. OaMOUJITpaHC X- TONEPAHTHOCTH |y | TAT
beppaza XPOMOCOMOI K OenKam 3




LHutpynnuHemua

3. Ap2UHUHOCYKUUHamcuHmemasa
* AYyTOCOMHOpELeCCUBHLIN

* [MnepammoHnemMusa Taxenasay
HOBOPOXOEHHLIX. Y B3POCIbIX — MOcCre
OenkoBoW Harpy3ku

* Kposb: TUnTpynnuH, TNH,
* Mova: TUntpynnuH



ApruHMHoOCyKUuMHaTypus

4. ApruHMHOCYKUMHaTNMa3a
* AYyTOCOMHOpEL,ECCUBHbLIN

* [MNepaMMOHMEMUSA, aTaKCUsi, Cydoporu,
BblNnageHne BOJI0C

* KpoBb: TApruHuHocykumHat NH,
* Moya: TApruHmnHocykuuHar, ['nH, Ana, J1ns



[[MnepaprmHnHemus

5. ApruHasa

* AYyTOCOMHOpEL,ECCUBHbLIN
* [MNnepaprmHnHemMus

* KpoBb: TApr,NH,

* Moua: 1Apr, JIns, OpHUTUH



KnnHnyeckne nposaBneHuns
nedeKkToB OPHUTUHOBOIO LMKNa

 [1eOtoT — pBOTa nocrne
KOpMIeHUs

« HapylueHne cosHaHuS

« Cynoporu
(MHPaAHTUNbHbIE
cnasmbl)

* PecnunpaTopHbIV
OVUCTPECC-CUHAOPOM

* [Mnotepmus

 CMHOPOM «BHE3aNnHOW
CMepPTU MnageHua»

PecnupaTopHbIN
ankanos

[ MnepaMmMoHnemMms

CHmXeHune a3oTa
MOYEBUHbLI B
CbIBOPOTKE KPOBWU

[ nnornnkemms



KnnHunyeckoe 3Ha4yeHue onpeaesfieHna cogepxaHmda aMmmMmmnaka
* [aKenble NnapeHXnMaTo3Hble

rnopakeHns neveHun [eHeTn4eckue
* e4YEeHOYHO-MopTarnbHas nedexThbl
HEJOCTaToO4HOCTb OPHUTMHOBOTO LKA

TOPpMOXEeHNne OpHUTNHOBOIO LINKI1A

[leyeHO4YHas
KomMma

* AmMMMak kpoen )

f AMMMaAK MOouU

PecnnpaTtopHbIn,
mMeTabonnyeckum
aungos

*rl/ll'lepbeHKLl,l/lFl KOpbl HA4MNOYe4YHNKOB

* Aungo-, AMMOHMOreHes



o

Nook~wbd =

HACJIEOCTBEHHbBIE BOJIE3HNA
AMWHOKUCINOTHOIO OBMEHA
(AMuHOaAumgonaTum)

AJIKAMTTOHYPUSA

AJIbBUHV3M

TUPO3VHEMUS | TUMA

TUPO3VHEMUS 1| TUMA

NMPOMVOHOBASA ALMOEMUS

METUNMATOHOBASA ALUMOEMUS

BEONE3HbL C 3AMAXOM MOYW KNEHOBOIO CUPOMA
(MSUD)

PEHUNKETOHYPUSA (DKY)



MeToabl AMarHOCTUKIA
HacneacTBEeHHbIX 3aboneBaHun

 [1TLUP

* Macc-cnekTpomMeTpus

« Xpomartorpadgpus

* IMMyHOorm4eckmm aHanms
* buuoxmmmnyecknm aHanma
 JIloMMHEecUeHTHbIN aHanusa



Cxema guarHoCTUKKU
HacneacTBEHHbIX NaToNormMmn

Macc-

reHbl ——> ()epMeHThbI \ e
¢ l Buoxumus,

CneKTpomMmeTpus

nup MeTadbonusm

I > =
mopdonorus % -



1. lnarHocTunkKa Ha ypoOBHe
MYTaHTHOIO reHa

* Ecnn bunoxmmmnyecknumn nedekt Hen3BecTeH

* b/x gnarHocTunka 3aTpyaHeHa,
HegoCTaTOYHO AOCTOBEPHA UNn TpebyeT
MHBa3MBHbIX METOAUK B3SATUSI MaTepuarna

 [1na npeHaTanbHOW ONArHOCTUKU

» [1na ngeHTnpmnkaymna retepo3nroTHbIX
HOCcUTENen



2. Buoxnmumnyeckas amarHocTuka

Ha ypoBHe PdepMeHTOaAMarHoCTMKa
meTabonuTos  MaTtepuan — KneTku
 MaTtepunan —
buonormnyeckue

 MeToqa — Harpyska

XUOKOCTW, NSATHA
cybcTpaTtom

CYXOW KPOBU

« Metoa —
Xpomartorpadous,
TaHOeMHasi Macc-
CNEKTPOMETPUS



OTanbl ONOXUMUNYECKON
ANarHOCTUKN

* MaccoBbI CKPUHUHT (HEOHATaNbHbIV
CKPUHWHT)

* CeneKkTUBHbIN CKPUHUHT
* YTOYHAOWAA AnarHOCTUKa



A. HeoHaTtanbHbIN CKPUHUHT

e B CO c 1991 ronpa — ®KY

* B HacTosLee Bpema B PO — OKY,
MYKOBUCLMA03, agpeHOreHnTanbHbIn
CUHAPOM, ranakto3emMms, BpOXXaeHHbIN
r’MNOTUPEODS3



CneKTp CKpUHMUPYEMBIX 3aborieBaHnN

®eHunketoHypwus (MLP)
 BpoxaeHHbIn runotupeos (MUP, TTI, T4)
 MykoBucuugos (MLUP, HaTpun, xrnop B note) — PO
* apgpeHoreHuTnanbHbIN cuHapom (MUP, 17-OHMN)
 [anakrosemus (ranakrosa)

° renuumHo3

* MHOXeCTBeHHas KapbokcunasHast He4oOCTaTOYHOCTb
* rnwTapoBas auumaypusa | Tnna

e M30BanepvaHoBas aLUUAEMUs >CBep.qn03cxa;|
* TuposumHemus |l Tuna obnactb

* MeTUNIManoHoBas aumaemMus
°* MPONUOHOBAaA auuaemMus

*  LUUTPYNNMHEMUSNA

* HeAoCTAaTOYHOCTb CpeaHeLenovYe4yHown aunn-Ko3H3nmMA-
aernaporeHasbl

* HeAOCTaTOYHOCTb TPUQPYHKUMOHANbLHOro 6ernka

°* HeAOCTAaTOYHOCTb O4Y€Hb AJIMHHOLIENOYEeYHOMU auur-
KO3H3MMA-gerngporeHasbl

_/




b. CenekTnBHbIN CKPUHWUHT

» CxogHble criyvyaun 3abonieBaHusa B CEMbE
 CMHOPOM «BHE3anHoOM CMepPTU MnageHua»

* PazButrne metabdbonnyecknx Kpn3oB rnocne
nepuona HopMaribHOro pasBuUTUS

e HeoObIYHbIM 3anax MO4YU U Tena

* HeBponornyeckne CMMNTOMbI — NOTEPS
HaBbIKOB HEPBHO-MCUXNYECKOIo pa3BUTUS,
Cy4oporv, KomMbil

* [lopaxeHne BHYTPEHHUX OPraHoOB
 [lTabopaTtopHblie caBuru



OunddepeHumnanbHble NPU3HaKN
rMMnePAMMHOALMMOEMUU
Cneuunduyeckmnu 3anax Moy n Tena

e «Cnagkuny» — NleunHos
* «BapeHou KanycTbl» — Tupo3mHemus |

* «[1OTHbLIX HOIM», «Cblpa» — VM3oBanepnaHoBas
aunagypus

e «Kowayben moymn» —
3- rMapoKcu-n3oBanepmaHoBas aumaypus

* « MBbILLNHBLINY» — OEeHUNKETOHYPUS

* «PbIOHBLINY» — TNpO3uHEMUS

* A3MeHeHue uBeTa Ha Bo3ayXxe -
aJ1IKalTOHYPUA



HacneacTtBeHHbIE HapyuweHUsA rNuuumHa.

1. T[MnuuHypua — xapaktTepunsyeTcs
NOBbILLEHHLIM BblAENEHMEM TTNLMHA C MOYOW
(oo 1 r/cyT). NpnynHa — HapyLwieHne
peabcopbuunun rmuumHa B NoYkax.

2. T'vneprnuuuHemMmAa — XapakTepusyeTcs
NOBbILLEHHOW KOHLIEHTPaUMeN rmmunHa B
KpOBW B CneacTeun gedekra
rmuumHpacLiennsaowen epmMeHTHOW
cnuctemon (MUUMHCUHTAa3bI).

OAOE  N°N'%i goessi -OAOE 1 AAT T AAT,
] N ! )

Aééovéi néi o aca

NT o+ NH3




[lepBUYHan runepokKkcanaTtypusa —
XapakTepusyeTtca NOCTOAHHLIM BblAeNTEHNEM

okcanara ¢ MO4oMW.

[leeKT rmmunHamMmmnHoTpaHcdepassbl
OnoKMpYeT nNpeBpalleHne rmmokcunaTa B

MUNH.
[nwa
(Hego3pernble PPYKTbI)

aEA A&d V

Aéeoei Aéeér éneeao I énaeao

Aééoei ai éi 10dai dadaca



HapylLieHns oomeHa METUOHMHA

* lINCTOTMOHUHYPUA — xapakTepunsyetcs
BblAeNeHnemM UMCTaTUOHMHA C MOYOW. OTOT
npoLecc Bbi3biBaeTCA DNOKMPOBAHUEM peaKkLnm
pacrnaga UMCTOTUOHUHA HA FTOMOCEPUH Y

LUCTEWH.

* [OMOLUMTUHYPUA — aBNsAeTCsA CreacTBUEM
HacneacTBEHHOW HeJOCTAaTOYHOCTY
LIMCTAaTUOHWNH-B-CUHTETAa3bI,

rMnoBUTamMmnHoO30B By, Bs 1 B12;
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Knaccunyeckaa ®eHUnKeToHypus

« HacnencrteseHHoe 3aborneBaHne, CBA3aHHOE C
MyTauMsaMn B reHe peHnnanaHMHMOHOOKCUreHasbl
(yactoTta 1:10000 HOBOpPOXOEHHbLIX), KOTOPLIE NPUBOAAT
K CHUXXEHUIO aKTUBHOCTU doepMeHTa Unun NnosiHOWU ero
NHaKTUBaLNW.

Benkn
Iy

X g
| 2
\ Peakuusi Heobxoanma
Benkt  ——— LI‘; Onsa yoaneHus na3bbitka
3

TKaHEWN
doeHnnanaHnHa, Tak Kak

lla ) l? ) BbICOKME KOHLEHTpaLum
8 —N , 8 —N , ©ro TOKCUYHbI 1S

I I KIeTOoK.
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q)eHVIHKeTOHypI/IFI npoAaBIideTCA Ha NnepBOM roay Xm3Hu.
OCHOBHbIMU CUMIITOMaMU B 3TOM BO3pPacCTe ABINAIOTCHA.

1. BANOCTb pebeHkKa;

2. OTCYTCTBUE MHTEpPEeCca K OKpyKaloLlemy,

3. VHorga noBbllUeHHas pa3gpaXMTernbHOCTD;

4. OEeCrnoKomCTBO;

S. CpblrMBaHus;

6. HapyweHuUsa  MbIlWEYHOro  TOHyca  (4awe
MblLLEYHas! TMNOTOHUSA);

/. cygoporu;

8. nMpusHakn anneprnyeckoro gepmMmartuTa;

9. nosaABNSIETCA XapaKTepHbIN «MbILLUUHBIMY 3anax

MOYMWN.

[anee HabnogaeTcsa oTcTaBaHNeM B OM3NYECKOM Pa3BUTUN
W  nporpeccupylowmmMm  crnaboymmem,  paccTponcTBaMu
OBVKEHUA U MbILLEYHOrO TOHYCa.



PeHNNKEeTOHYpPUS —
KNMUHUKO-OUarHocTu4yeckas naHenb

* BO3MOXXHbIW POACTBEHHbLIN DpaK poauTENeN
BonbHOro pebeHkKa;

* aHanorn4yHaga naTosriornst y poaHbIX Unm
OBOKOPOOHbIX cbCOoB (bpaTbeB UM CECTEP);

* Cyaoporun, HapyweHune Mmbilue4YHOro ToOHyca,
* IK3EMATO3HbIE NSMEHEHUNA KOXWN,

* TUMONMUIrMEeHTaUMS BOOC, KOXWU, paay>XHOW
00OnoYKHM rnas;

* «MbILNHBINY 3anax MOYMU;



buoxnmunuyeckas
aAvnarHocTuyeckasi naHenb

NOBbILLEHHbLIN YPOBEHb (PeHMNanaHnHa B
kpoBu > 900 mkMonb/n;

NpUCYyTCTBUE B MOYe
doeHnNNnMpoBUHOrpagaHoOn, PEHNTMONOYHOW,
doeHUnyKcycHOU KNCNoT,

nonoXxutenbHasa npobda PennuHra.

aHann3 Hanbornee 4YyacTbIX MyTaLUuKn B reHe
PAH (PAI) metooom NUP

reHax apyrnx depmeHToB — PTS n QDPR un

ap.




HapylwieHna obmeHa TMpo3nHa

1. BonesHb lNapknHcoHa — passuBaeTca npu rmodenu
nodaMmMHEPrn4ecknx HEMPOHOB B YEPHOM BELLECTBE U Ap.
nodamuHcogepXalmx obrnactax mosra U YMeHbLUEHU
cogepXxaHusa gopamuHa B XBOCTAaTOM si4pe U CKopnyre.
UacTtota 1:200 cpeau nogen ctapwe 60 ner.

ConpoBoxaaeTca aknHesnen,
PErMOHOCTBLIO U TPEMOPOM;
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2. AnbOMHN3M — pa3BMBaETCs NPU HaAcNeacTBEHHOM
OoTCyTCTBUM UnNu brniokaabl TMpo3unHasbl (1:20000). MNpogaensaeTca
OTCYTCTBMEM NMUTMEHTaLMN KOXW, CETYATKN rmnas 1 BOJIOC

CyuwecTBytoT
MHOro
pPa3HOBNOHOCTEN
anbbuHu3ma
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3. AnKanToHypusi — pa3BmBaeTcs Npu gedekte guokcureHasbl
rOMOreHTU3NHOBOW KMUcnoTbl. KnnHnyecknm nposiBneHmem
ABNAETCA NOTEMHEHNE MOYM Ha Bo3,1:|,yxe oxp0H03 aprI/IT
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4. Tnpo3nHeMuUu:

I-Tuna (TMpO3nHO3) — pasBmBaeTcs Npu gedekre
depmeHTa pymapunauertoauetaTrngponassol
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KnuHunyecku: xentyxa, pBoTa, anapes,
MerneHa, remaTtypus, nepudepuyeckme HeBponaTumn U napannym, KPOBOTOYNBOCTb, aH
eMus, kKapanommonaTusi, cnabocTb MblLLL

JTabopaTopHO: TUPO3NHEMUS, TUPO3UNYPUS, aMUHOLIMAYPUS, METUOHUHEMUS U METUNO
-HUHYpUS, rTMnornnkemus, rmnodgocdareMmnst, rmnonpoTeUHEMUS.



4. Tnpo3nHeMuUu:

ll-tTuna (cnHapom PuxHepa- XaHxopTa) — pa3BMBa€ETCH
npun gedekre dpepmeHTa TMpo3nHaMmnHoTpaHcdepassbl;
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KnunHunyeckn: A3BEHHbIN KepaTuT, ABNEHUst kKepaToaa,
OTCTaBaHWe B YMCTBEHHOM U (OU3NYECKOM PasBUTUMN.



4. Tnpo3nHeMuUu:

lll-Tina TMpo3nHemMua - BO3HMKAET B pe3ynbsrare
HegoCTaTOYHOCTU rMapoKkcudeHnnnupyBaTamMoKcureHasb!
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XapakTepHbl OTCTaBaHWE B pasBUTUK, 3aNN304bl aTakcun, Metabonnyeckmum aunaos,
9KCKpeLuma xayKMHCUHA, TUpO3uHa, 4-rmgpokcudeHnnnupysara, 4-
rmopokcnudoeHnnnakraTa, aHn3oumTos, cepoumnTos.



bone3Hb KneHoBoro Cupona

BPOXOEHHbIN OedeKT mMeTabonmama aMWHOKMCNOT,
NPUBOAALLMA K MNOABAEHUIO B MoOYe OOonbLIOro KormyecTBa
BanMHa, nevuuHa, wu3onevnumHa W annousonenuunHa,
BCreacTBME Yero oHa NnpuobpeTaeT 3anax KNeHoBOro cnpona.

« HacnegcTtBeHHOe 3aboneBaHmne ¢ ayTOCOMHO-PELECCUBHbLIM TUMOM
HacrnenoBaHuda. Bectpevaetcs ¢ yactotom 1 Ha 120-300 ThIC.
HOBOPOXOEHHbIX

* [lepBUNYHbIN DNOXUMUNYECKUN OedOEKT 3aKnYaeTca B OTCYTCTBUN
NN PE3KOM CHMXEHUN aKTUBHOCTU (PEPMEHTHOW CUCTEMBI,
obecrneynBaloLLEN OKUCTIUTENBHOE AeKapOOKCUITMPOBAHUE TPEX
aMUWHOKUCIIOT - NenunHa, n3onenuymHa n BanuHa.

* B pesynbrarte B opraHmM3ame HakannmBaloTCs 3T aMUHOKUCNOThbI U
X npeawecTBeHHUKN. Hanbornee natoreHHO HaKonsieHme
nenuymHa.



bones3Hb «KneHoBOro cuMpona» Mo4u

« Koma  KeTtoaungos
 PBoTa [ Mnornukemus
« OTcytCcTBME MHTEPECA * [MNepaMMOHUEMUS

K OKpy>KatoLemy

* AnbTepHupytoLlee
HapyLleHne
MbILLEYHOro ToHyca

e 3anax KneHoBoro
cupona



HapylweHna obmeHa TpuntodaHa

bonesHb XapTtHana: Bnepsble onncaHa Baron ¢ coast. B 1956 roay.
AyTOCOMHO- peLeCcCuUBHbLIN TUMN HacnegoBaHus. HabnogaeTca reHeTu4eckoe
N3MeHeHne TPaHCNOPTHOM OYHKLUUN KNETOK CNU3NUCTON 060N0YKM
KMLWEYHUKA N MPOKCUManbHbIX OTAEN0B NOYEeYHbIX KaHanbLeB. OTO BedeT K
N30NMPOBaHHOMY AedeKTY TpaHCnopTa MOHOAMUHOKAPOOHOBLIX KUCHOT.
HapyweHue kuwevHomn abcopbunm TpuntoaHa npuBoauT K €ro
BbakTepnansHOMY pacLUenneHNIO B KULLEYHUKE A0 NHAOMAa N MHOOKcunNa.
[eHepanuaoBaHHaa aMmnHoaunaypusi obycrioBrieHa HapyLleHneMm
KaHanbueBown peabcopbunm.

oedpnunt TpunTodaHa B KpOBU, SHOOMEHHbIU AePULUNT HUKOTUHOBOW
KMCIoThbl. [MnepamuHaunaypusi 6e3 noBbilLEHNS KOHLEHTPaUumn
aMWHOKUCIIOT B KPOBWU, NOBLILLEHHOE BblAeNeHne ¢ MOYOW NHOOSbHbIX
coeuHEHUN.

OOHMM 13 TUMUYHBIX NPU3HAKOB CUHAPOMA SBNAETCS MNOBbILLEHHas
YYBCTBUTENbHOCTb KOXW K yNbTpadunoneToBbiM ny4yam — NosiBeHNe
rmnepemMuu, LWenyLeHus, ny3bipen, USMEeHEeHUs KOXN MOTyT HarnoMUHaTb
nennarpy.

Co CTOPOHbI HEPBHOWM CUCTEMbI OTMEYaloTCsA aTakcusi, XopeodOPMHbIN
rMNEPKNHES3, UHTEHLIMOHHBLIN TPEMOP, NOBbLILLEHNE NepUoCTarbHbIX
pednekcoB, HUCTarMm, HapyLLeHne KOHBepreHuun. IaMeHeHnst NCUXmnkm
NposABASAOTCA genpeccuen, dodusamm, ranniounHaLmMsammn, a Takke
YMCTBEHHOW OTCTaNoCTbio.MIMeeTcs CKNMOHHOCTb K KOnnanTonaHbIM
COCTOSIHUSIM, CUFbHbIM FONOBHbLIM BonAM.

NMorvT oThniauaTL A ﬁﬁl’ll/l R WIAROTA niftanaaa nl'llA(‘,kIRﬂl-ﬂT



UHankaHypus
Bnepsble onucaHa B 1965 roay Bickel.
B ocHoBe 3aboneBaHus NeXuT HapyLLleHWe BcacbiBaHUA TpunTodaHa B
KMLeYHMKe ¢ obpasoBaHMeM U3bbITOYHOIO KONMYecTBa MHAOMNA, KOTOPbIN
BCaCbIBAETCH, OKUCIIAETCA, CyNnbdaTUPYETCA U BblAENAeTca B BUae NHOUKaHa.
[MocnegHuin okMcnseTcs nNog BNusiHUEM BO3ayxa Ao ronyboro nHaukaHa,
OKpaLLMBaOLLErO NesieHKN B CUHUI LUBET (Dore3Hb "ronybbix neneHok").
[Mpn nuankaHypum HabnogaeTcs rmnepkanbumeMunsi, HedopokasbLnHO3,
nepuoguyeckas rmneptTepmma.

Cunpgpom Tapa
[aHHbIn cuHOgpoMm BnepBble onncaH B 1963 roay Tada ¢ coaBT. noa HasBaHUEM
"TpuntodaHypusa ¢ HAaHM3MOM". AYyTOCOMHO- peLeCCUBHbLIW TUM HacnegoBaHUA.
[Mpu cuHgpome Taga HabnogaeTcs HedocTaTok epMeHTa
TpuntTodgaHnupponasbl, Katann3npyrLlero npespatlieHme TpuntodgaHa B
KWHYPEHWH. HapyLueHna cBa3aHbl C 9HOOreHHbIM 4edULMTOM HUKOTUHOBOW
KMCNOTbl N N30bITKOM MHOONLHLIX coeauHeHnn. Npn cuHgpome Taga oTMevaeTcs
rmybokasi yMCTBEHHasi OTCTaNI0CTb, HAHM3M, MO3XXEYKOBasi aTakCusl.

Cunppom lNpaunca
BriepBble onucaH B 1967 r. Price ¢ coaBTopamu. 'eHeTu4veckun gedekr
KWHYpEeHUHrngpokcunasbel. Habnogaetcs n3bbITOYHOE BblAeNIeHNE C MOYON
KWHYpEeHWHa 3a cyeT bnoka bepmeHTa. OCHOBHOE nposasrieHne cnHagpoma lpamnca
- CKrnepoaepmus.



HapyweHusa obmeHa rnytamara

o OMUIErncus - xpoHmyeckoe 3abonesaHne roroBHOro

MO3ra yernoBeka. XapakTepusyeTcsa NOBTOPHbIMM
npunagkamum;

« PaccTpounctBa BeECTUOYNAPHOW CUCTEMDI;

* Vlluemmnm — sabonesaHue, XxapakTepusyoLLieecs
yMeHbLUeHMEM KpOBOCHabXeHns yyacTka Tena, opraHa
UNu TKaHW BcneacTeue ocnabneHms nnm npekpaweHus
NpuTOKa K HEMY apTepuarnbHO KpOBU;



KpeaTuH n KpeaTUHUH OHOOMEHHbBIV —

ﬁ CNHTE3 B TKAHAX

3K30TIEHHbLIN — MneyeHb U NoYKu
nMLLEBbIE MPOAYKTL! CUHTe3 KpeaTuHa:

MblLwe4vHas, HEePBHAA TKaHb

KpeaTuH — KpeaTuHocdaT __ KpeaTUHUH

KpoBb

KpeaTUHWH

KpeatuH B kpoBu = 3-4 mr/mn, B nnasme = 1-1,5 mr/100mn

KpeaTuHuH B kpoBu = B nnasme = 1-2 mMr/100mMn Moua

y KpeaTtuH + KpeaTUHWH
KpeaTuHOBLIN rnokasartesib MO4n

N=1,1

KpeaTuH



KnuHmnyeckoe 3HavyeHue onpeaersrieHuns
KpeéaTnHa U KpeatTnHnHa

KPEATUH KPEATUHYPUA
O

dunsmonormnyeckasa y getem B nepsble rogbl XXNU3HU

[TaTonornyeckme coCcTosAHNS MbilLEYHON TKaHW (Mnonartus,
nporpeccupyroLlaa MbllledHasa QucTpodud, MMacTeHus,
MWO3UT) NPUYNHA: HapyLeHNs npouecca dukcaumm u
doochopunmpoBaHua KpeaTuHa.

[TopaxkeHna neyeHu
CaxapHbIn gnabet

OHOOKPUHHbIE paccTpoucTBa (rMnepTupeons, agamcoHoBa
boresHb)

NHdeKunoHHbIE 3aboneBaHus.



Hopma Ounctpodus

[leyeHb
[levyeHb MbiLLLIA
MblLLLA
T [ MumnH § B
[numH s KpeaTtuH = KpeatuH
= —p apruHuH ©
AprHnH o * 4 METUOHMH S
METUOHWH | & X
docdo- docdo-
KpeariH KpeaTuH
KpeaTuHuH {
* KpeaTuUHuH
Moua ,

Moua



YpoBeHb KpeaTUHUHA

3aBncuT oT o6bema MbILLIEYHON MaccChl, Bo3pacTa

NMoBbiweHne

HapyLwieHne pyHKUMM NoYeK (OCTpOe, XPOHNYECKOE)
[TaTonormm MoveBbIBOOALLMX NYTEN

AKkpomeranusa, ruraHTU3m

[MnepTupeos

MscHaga guneTta

a0~

NMoHnXeHue

1. Hwu3kaa macca tena
2. bepemeHHoCTb (00 -40%)



Cnacnbo 3a BHUMaHume!



Ne TUn NpOoTeUHONPaMMbl, AnebyMuH | TnobynuHbl
COOTBETCTBYIOLMN al a2 B | vy
1 | OCTpbIM BOCNANWTENLHLIM NPOLECCam Y Pl = Lo
2 | XPOHUYECKOMY BOCNANEHMIO AV APy o LA
3 | HepoTHYeCKOMY CUMNTOMOKOMMNEKCY Y - FIM 1 A
(NATONOrMa NOYek)
4 | 3noKaYecTBEHHLIM HOBOOBPA30BAHMAM NZ o b e I 0 I
5 | lenatutam N -l -] D
6 | Unpposam neyeHu J = a2
7 | OBTYPAUMOHHOW HENTYxXe AN - | A A
8 | B-rnobynuMHOBEIM NNA3MOLMTOMANM Y N IR 2 NN 2
9 | w-rnoByNUMHOBLIM NNE3MOLMTOMAEM Y NN 2 N 2R
10 | a2- rnobyNMHOBLIM NNA3MOLMTOMAEM J \ARORR 2R %

«» 3HAYMTENEHOS CHIKEeHKE
«y YMEPEeHHOe CHIKeHKe

«Pr IHAYMTENBHOS NOBLIWEHWE
« 7 YMepeHHOe NOBkIWeHWe
€= HOpMalbHOe 3HaYeHWe
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COCTOAHNAM.
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Tun NpoTeUHOrpaMmel

AnbOyMUHLI

Opakuuu rnodynuHoB

al

Mpumepkl 3a60neBaHMin

OcTpble BocnanexHna

HayanbHble CTaguu NHEBMOHWIA, OCTPLIE MONUAPTPUTHI,
3KCCYOATUBHbLIN TYOEPKYNe3 Nerkux, 0CTpble MHPEKUMOHHBIE
3aboneBaHuA, cencuc, MHPapKT MMoKapaa

ApOHWYeckKne
BOCNAaneHuA

Mo3gHWe CTaguu MHeBMOHUI, XpOHWUYECKUI TYDepKynesa nerkux,
XPOHWYECKUI IHA0KAPANT, XONEUMCTUT, WMCTUT U MUenuT

HapylweHnAa NoYyeyHoro
hunetpa

TeHYMHHBIN, TMNOWAHLIN UMK AMUNOUOHLIN Hehpo3, HedpuT,
HedpoCKNepo3s, TOKCUKO3 GepeMeHHOCTH, TEPMUHANbHBLIE CTagun
TyGepKyne3a nerkux, Kaxekcum

3N0K3YECTBEHHBIE : . i " g MeTacTaTuyeckue HOBOOGPA30B3HNA C PA3NUYHON NOKaNUaaumen
onyxonu = L L " NepBUYHON ONYXonW
MocneacTenA TOKCUYECKOTO NOBPEXAEHUA NEYEHM, TeNaTHTI,
reMONUTMYECKIME NPOLLECCHI, MENKEMUN, 3NOKAYECTBEHHBIE
[enaTtuTbl - — 1 11

HOBOODOpPa30BaHNA KPOBETBOPHOIO M NMMMATNYECKOro annapara,
HeKoTopble opMbl MONUAPTPUTA, AEPMaTOo3bI

HeKpo3 neyeHun

Liuppo3a neyexu, TAXKenble HopMbl MHOypaTUBHOro TyGepKyneaa
Nerknx, HeKoTopble GoPMbI XpOHUYECKOro MONUapTpuTa 1
KONNareHo308

MexaHWyecKne enTyxm

OO0TYpaUMOHHAA KeNTyXa, XXenTyxXM, Bbl3B3HHbIE PA3BUTMEM paKa
KENYeBbIBOAALMX NYTEN W FTONOBKW NOMKENYO0YHON Keneskl

ao-rMoGyNuHOBbLIE
NNasmouMTOMBI

=g
—

az-INnasmounToMel

B-rnoBynuHoBbIe
NNasmouuToMEl

B4-MNaszmounToMbI, B1-NN33MOKNETOYHAA NENKEMUA W
MaKpornofynuHeMnAa BanbOQeHWTpema

y-rno0ynMHOBLIE
NNasmouuToMel

\V-INasmMounTOMbl, MaKpornoBynMHeMUA U HeKoTopLIe
peTHKyneasl




