SUIERTPOROPES
TPaAUIUU U HOBAIUU

I'pamiiH PomaH ApuKoBUY



Tunel a1eKTpoPOpPETUIECKUX
CUCTEM

1. 3nekTpodope3 ¢ NoaBUXHOM rpaHmLEen (PpoH-

TanbHbIN) — CBOOOAHOE NepeMeLleHNE 3apsXKEHHbIX

yactuy, B 6ycdepHoM pactBope. Paznnumnmsbl rpaHuLb

(PpoHTa ABMXYLLerocs benka.

2. 30HanbHbIN. Pa3geneHne cMecen Ha dpakLUK U OTAENbHbIE
30Hbl.

3. CTaumoHapHbIn (BbITECHAOLWNI). YCTaHaBNMBAETCS

COCTOdAHUE paBHOBECUA N WLUNPUHA 30H B [OaNbHENLLEM HE
N3MEHAETCAH



OCHOBHOM IIPHUHIMII 30HAJBHOI'O
3JIEKTPO(POpPE3a HA HOCUTEJIE

> JneKTpodope3 NPUMEHsIETCS [Jid pa3aeJeHus U
aHaJik3a 3apsiP)KeHHbIX MOJIEKYI.

> B 6MOXMMMHU 3JIeKTpOoPope3 IPUMEHSIETCS, B
[IEPBYIO o4epeb, [Jis pa3eieHUs 0eJIKOB U
peke — HYKJIEMHOBbBIX KHUCJIOT.

> [lox nercTBUEM 3JIEKTPUYECKOTO MO/ OeJIKH
pa3fesiSiTCA COTJIACHO MX 3apsAy, MUTPUPYS K
aHony (+) uam Katoxay (-).



[TPUHIHAIT 92JIEKTPOPOPE3A BEJIKOB

Karon .
benku B men04HOM .
T Oy epHOM pacTBOpE [lenounoit
OYKa HaHECEHUS i
3aPSKCHBI
pacTBOp

OTPHUIIATEIIFHO



S0HAJIbHBIN — IPEUMYIIECTBA U
HEe0CTATKHU

MpoBOANTCSA Kak B CBOGOJHOM pacTBOpe Tak M B NOAAEPXUBAIOLLEN cpeae — HOCUTENE

Ha anekTpodopeTnyeckyto NoaBMXHOCTb BIUSIOT:

Apncopbumsi MoOnekysn UccenyeMoro BellecTsa Ha NOBEPXHOCTU pasaena gas;
DNeKTpO3HA0OCMOC;

icnapeHune anekTponnTa — n3MeHeHne pH 1 MOHHOW Cunbl pacTBoOpa;
TopMOXXeHMe ABUXEHNA MaKPOMOJIEKY/T B MOPUCTLIX N BOJIOKHUCTBIX MaTepuanax.

icnonb3oBaHMe HeAOpPOrMx U NPOCTbIX NPUHOPOB;
BblicOkOe pa3pelleHue;

OAHOBPEMEHHbIV aHanu3 HECKONbKNX 06pa3LoB;
[pocToTa B13yanusaumm dpakunn n 30H;
BO3MOXXHOCTb BbIABNIEHUSA LLMPOKOro CNeKTpa BELLeCTB.



JBOJIIOLUSA HOCUTEJIEN J1JIS
3JIeKTpodopesa

Kuakaa cpena no Tusenunycy (OveHb dos12a51 MemoouKka)

bymara ([Joazas memoduka, adcopbyust 6eq1Kko8 Ha bymaze, bymaza
HEe0OJHOPOOJHA, 8bICOKAS CMeneHb IHO00CMOCA U UCNAPeHUSs 3/1eKmpoauma)

AneTaTie/r0/i03Has MeMOpaHa (Helumpa/ibHblll HOCUMe b, UMeem
00HOPOOHYH0 MUKDPONOPUCMYI0 CMPYKMYPY ~ NOPbl HECKO/IbKO MUKPOH; He
codepxcum UOHO2EHHbIX 2pynn, 061adaem HU3KOU COPOYUOHHOU CNOCOOGHOCMbIO
0151 6€/1K08, Npu200Ha 0151 UMMYHOOUP@DY3uu-umMmMyHossekmpogopes)

- BbICOKAS1 4YY8CMBUMENbHOCMb;

-8bICOKAS pa3pewarnujas Chnoco6HOCMb;

-Hebo1bWUe 3ampambl mpyoda U 8peMeHU;

- B03MONMCHOCMb UCNO/1b308AHUS 8 BUOE MUKPOMEMOOA.

mpebyem nponumul8aHus 6y@epHbIM pacmeopom U pacmeoponm,
obechevyusarwWuM npo3pavHocms. [las pazdeseHust 6€/1K08 Cbl8OPOMKU U
2emM02/106UH08)
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e/ kpaxmasia. CIIOXHOCTb PUrOTOB/IEHNS, HECTAOM/IbHOCTL COCTABA,

HEAOCTaTOYHASA CKOPOCTb ANGD@DY3un, KDYITHBIE U ACCUMETPUYHBIE MOJIEKY/IbI HE
[TDOHUKAEIOT B KDAXMa/ibHbIV €/b.

[enu arapa v arapo3sbl (70TOBbIM K MCI10/Ib30BaHMNIO-UAEA/IbHAS CPEAA, TPO3DaYHbIV
HoCUTE/Ib; MHOMO@YHKLMNOHAE/IEH — OEJIKN CbIBOPOTKM, FEMOITIOONHBI, JINITNABI,
U30QDEPMEHTBI... B 3aBUCUMOCTU OT KOHLIEHTPALmM resid — 1-2%)

MNonuakpunammnanbii renb (MAAD). PazgesieHve MosIEKY/T OCYLLECTB/ISETCS B
60/1bLLIEY CTEMEHU OT PA3MEPOB M M.M, @ HE OT 3apPs4a.

BapuaHThbl pasgenexva B [MAATl:

-0/JHOPOAHAaS byepHas cucTtema

-HEOAHOPOLAHAESA (ITPeEPBIBUCTAS) OYDEDHAS cuCTEMa — ANCK I/IEKTPOPOPES
- C rpagmeHToM ropucTtoctu

- VI303/1EKTPUYECKOE DOKYCUPOBaHNE

- NI3oTaxogopes

- /IBYMEDHBIN 3/1EKTPODOPE3

[penMyLLecTBa — resiv npo3pavHbl, NOCne OKpalMBaHNsS BO3MOXKHA TOYHas
KOSIM4eCTBeHHas oLeHKa.




Capillarys: npeumyiiecrBa

[losiHasg aBTOMaTH3alMsl, 04EHD ObICTPAs METOAHMKA
(6s1arogapsi NpYMEHEHUIO OYEHDb BBICOKOTO
HaMps>)KEeHHS )

OTCyTCTBHE HOCUTEJIS], CBOOOJHAS MUTPALMA B XKUJKOM
cpeze

O4yeHb BbICOKAs paspelnarinas CHoCOOHOCTh U
BOCIIPOU3BOAUMOCTb PE3YJIbTAaTOB

MaJsibii 00'beM 06pa3iia (BbICOKAst Y4YBCTBUTEJNbHOCTD)
OTCyTCTBHeE 3Talla OKPAlLIMBaHUS, IIPSIMOE U3MEPEHUE
npu 200 HM

[losiydyaeMbie KpHBble aHAJIOTUYHbI KPHUBBIM,
[10JIy4aeMbIM C IOMOIIbIO J€EHCUTOMETPUH



CunbHas Pa3HMlia NoTEHLUMAJIOB
CO3A4d€T CUJIbHbIN
9HAOOCMOTUYECKHNMN INOTOK.

[MonoXxutesibHbie
3apsgbl MOHOB
6ydepHoro pacreopa
I >9T0T NOTOK CUiIbHEE 3JIEKTPUYECKOro
_  OrTpuuartesibHble MO0JiIA — NO3TOMY BCe 6esiku ABMKYTCS
3apsabl CTEHOK B CTOPOHY KaToAa.

Kanuanagapa 10



eTekTop

[IpyHIIAT KaIUIJIAPHOTr0
SJIEKTPOPOpPESa

TemnepaTypHbI KOHTPOSb —
2neMeHT lenTtbe

- -- —}Ll,emepmesag namna

KaTop - AHon +

i



NaerTrndukand @pakinun

Mopsaok oGHapyweHna

dparunii
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Anb6yMuH FaMMarsobynmHbl
Anbda-1 kucnbin rnukonpoTens
KoMmnnemeHTt C3
Anbda-1 aHTUTPUNCUH
FanTorn06MH TpaHcdeppuH
[eMOneKCHUH

Anbda-2 Mmakpornobynus
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BrigaBiieHUe OeJIKOB

Ncnonb3yd pas3jinuyHble KpaCUTENU UJIH
CyO6CTpaThl, MOXKHO BBISIBJATD Pa3JIMuYHbIE
IPYIIbI OEJIKOB:

* beJIKM CbIBOPOTKH, MOYH
* JIunonpoTeuHbl

* U30pepMeHThI

* [eMOTIJIOOMHBI

i



[Tocnemayromniue 00s3aTeIbHBIC ATAIBI AIEKTPOodope3a

dukcanusa U yaaJleHUe aMm(pOIUTOB U3 TEII.
BrICylMBaHue — alieTaTHesIFI03HbIX MIIEHOK
OkpaivBaHue

KoJInueCTBEHHBIN aHAJIN3 OKPAILLIEHHBIX KOMIIOHEHTOB

11



KpaCHTEHHZUHI6eﬂKOB(IﬂBOpOTKH

(LIaLLLe KN CJIBIE — CBA3BIBAIOTCA C OCHOBHBIMHA I'DYIIIIaMHA 6em<013)

[Torco kpacHsli ( B 3% TXY): auemamuyennionosnvle nieHKu

AmunoBeiid yepHbiid 10 B: (B 7% ykcycHOM KUCIIOTE)- Oymara, refib.
bpom@enonoBbIi cMHUI (B CMECH YKCYCHOM K-ThI, 3TAHOJIa U BOJbI)
Kymaccu rony6oit R-250 win G-250 (Oymara, resib, Hetoa03a)
DduoneToBbIN KUCIBIN: [Ipeumyujecmeento 0l KauecmeeHHO020 aHaAU3d
CynaH 4€pHbIi, KpacHbIA (JIMITUABI U JTUTOIPOTECHUHBI )

/1151 BBIBJIEHUS GEJIKOB ChIBOPOTKH, Pa3/ieIeHHbIX Ha 5 Wiu 6

OPaAKIANA.

[lociie okpamyrBaHys, Ha eJie BIABJISAIOTCS [10JIOCHI OEIKOB,

NHTEHCUBHOCTDL KOTOPBIX OTPA?KAE€T KOHIHEHTPAIINI0 3THUX O€eJIKOB B
CMECH.

Z[IIH onpeacJaceHnd HHTEHCUBHOCTHU: HPUMEHAECTCA JEHCUTOMETP.

i



AlleTaTieJs1r0J103a

[loz4Hee b6bi/ia 3aMEHEHA IrE/IIMU arapo3bl

16



HYDRAGEL 7 PROTEIN(E)

HYDRAGEL PROTEIN(E) 15/30
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besikn cbIBOPOTKHU

HYDRAGEL PROTEIN(E) 15/30 sebia

16 17 18 19 20 21 22 23 24 25 26 27 28 29 30

HYDRAGEL 54 PROTEIN(E)
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besku CbIBOPOTKH

HYDRAGEL B1-B2 15/30 sebia

16 17 18 19 20 21 22 23 24 25 26 27 28 29 30

HYDRAGEL 7 B1-B2
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[lapameTphl, BAUAIOIIAE HA pa3geleHnE:

Ha paspgesenue BJUsET LieJbIH DS/
[IapaMeTpPOB:

* KoHLleHTpal s arapo3Horo ress
* [Ipupopa 6ydepHOro pactBopa

* Temnepatypa

* [IpuMeHsieMoOe HallpsXKeHHe

* Criocob6 HaHeceHUs 0Opas3la

19



3HauyeHUe 3JeKTpodopesa

O6HapyKeHUe aHOMaJIUKM 0eJIKOBOTO
[IPOPUJIS:

- KosinyecTBeHHbIE aHOMAJIMU:
yBeJHUYEHHE UJIK YMEHbIIEHUE
OT[EJIbHBIX QPaKIHUU

- KayecTBeHHbIe aHOMAJIUU: HaJIUUUe
aHOMaJIbHbIX GPaKIUU

20



cas pathologiques

Albumine

BocnanutenbHbivi npodusib

N
N ou \\
NHbekumm, onyxonu,
~anneprum

soudure

Ll,Mpp03 ! N ou /4

- !ro|| exsu!an' i ; N ou "\

- Malnutrition i ~ Nou ¥

HedpoTtuuecknin cuHapoMm K4 Nou 7 Y

N N A

Présence d'un pic (en zone a2, 3 ou y avec
DYSGLOBULINEMIES MONOCLONALES les immunaglobulines polyclonales normales

ou diminuées)

N = Normal A ou "y = Augmentation ou diminution relative




Kinnauyeckoe sHaYeHHe

J1eKTpoPOopeTUYEeCKUN aHaJIM3 II03BOJISET OATBEPAUTD
JMarHo3 WJiu MoJicKka3aTh aJITOPUTM JaJIbHEMNIINX

HcceJOBaHUH:
- CMHZIpOM BOCHaJIeHUA
- HePPOTUYECKUM CUHPOM, ...

B ciyyae o6HapykeHHsI aHOMaJIbHbIX MOJIOC — ITOJ03PEHUE Ha:

- MUEJIOMHYI0 00JIe3Hb
- 6osie3Hb BasibgieHcTpeMa (pak JTUM@PaTHIYECKOH CUCTEMbI)

- BUPYCHbI€ U MUKPOOHBbIE HHPEKIUH, ...

B aToM ciyyae, aJid onpeZie/ieHUA XapaKTepa aHOMaJluuU
HEO00XOJUMO BbIINOJIHEHHE JOMOJHUTENbHBIX TeCTOB (MD niun
HUT), c ipuMeHeHHeM aHTUCBIBOPOTOK (BaXKHO /il BbIOOpaA

CTpaTeruu JieyeHus ).

o



Koryia Heo0x0/iMMO Ha3HA4YaTh
3JeKTpodopes ?

[Ipy HaIM4YKH ClleYIOLIKMX IPU3HAKOB:

- CWJIbHOe yBesindyeHue COJ,
- TUIlepKaJIblIMeMUH],

= FUIIEP- NJIN THITOIIPOTENHEMNA

- 130JIMPOBAdHHAA dHEMHU.

S



[Ipy Ha/IMYKUKM TOZO3PEHUS Ha:

- MUEJIOMY
(kocTHBIE 60J1H, JeKaJblIMHALIUA...),

- MAKpOIJI00yJIMHEMUIO BasibieHCcTpeMa
(moBbIIIEHNE BA3KOCTU CbIBOPOTKH, FEMOPpPAaru4ecKum
CUH/POM...),

- IMMYHOIEQUIIUT
(penuauBUpyOLIMEe UHOEKIIUU, KOXKHbBIE ITOPAXKEHU ).

- OO1IMe NpU3HAKMY : MOTEPS Beca, TEMIEparypa, acCTCHUYCCKUU
CUHAPOM. ...

24



MOHUTOPHUHT COCTOAHHNA MTAlIUEHTA

[IlyTeM Ha/10>)KeHUS KPUBBIX

fj CAPILLARYS rel. 4.9.9 - [Modify curves]

3';’ File Worklist EditCurve Search Database Host Capillarys Utiities Window Help

| - Fraction values

Depart.:
.| ID:8020756

Lt
&[4[

Pathology |
[~ pathological Curve 1]

- Attached Card -

Card e
| 2/3| 4] {" Standard
0| 1/2/3(4|5

L smoothcurve — & Redraw

Capillarys Protein 6 |Recall Mode

2| @ nita vergne .. | () Capilare | @copiarysrror. [T R @
BesndyrHa aHOMaJIbHOTO MMHMKa J0JXKHA ONpeAesiThCA PEryJsapHO — pa3 B 4
Mecsdla, 3aTeM - pa3 Broja = B 20% ciiyyaeB - 3710KayeCcTBEHHas
TpaHcpopmanud (6 - 10 ans)
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CrcreMa KanniJIApHOro
sJiekTpodopesa - Capillarys

< 08



HopMaibHBIA HPOOUIIEL

Electrophorése des protéines seriques

Nom % Normales % g/L Normales g/L

Albumine 56,3 55,8 - 66,1 37,2 40,2 - 47,6
Alpha 1 4,0 29- 49 2,6 21- 35
Alpha 2 10,9 71-11.8 7,2 51- 85
Beta 1 7,0 4,7~ 7.2 4,6 34~ 52
Beta 2 6,5 32> 6,5 4,3 23~ 4,7
Gamma 15,3 11,1 -18,8 10,1 8,0- 13,5

A/G 1,29 .T.: 66 g/dl




[TPUMEPBI




BocnannTenbHbIN CUHAPOM

Electrophorése capillaire des protéines sériques

( technique réalisée sur Capillarys SEBIA )

3 8
¥

% Normales %

Rapp. A/G =0,68

g/l Normales g/I

40,6 55,1 - 65,7
7,8 3,1- 56
18,3 8,0-12,7
6,3 49- 7,2
8,0 31-61
19,0 10,3 - 18,2

29,6
5,7
13,4
58
13,9

40,1- 47,8
22- 41
58- 92
3,6- 52
22- 45
725- 13,2




Hedporrnyeckny CUHAPOM

Electrophorése capillaire des protéines sériques
(technique réalisée sur Capillarys SEBIA)

Protéines totales =37 g/l
Rapp. A/G =0,93

Nom Normales % Normales g/I

Albumine 55,8 - 66,1
Alpha 1 29- 4,9
Alpha 2 7,1-118
Beta 84-13,1
Gamma 11,1- 18,8




Erartinme
1aluonis

Albumine

Alpha 1

Alpha 2

Beta 1

Beta 2

Gamma




beTa-ramMmMa MOCT

Electrophorése des protéines sériques
Sur Automate CAPILLARYS

Rapp. A/G: 0,73
Nom

Albumine
Alpha 1
Alpha 2
Beta 1
Beta 2
Gamina

%  Normales %

423 . 551-657
5,6 3,1- 56
11,7 8,0-12,7
4,7 49- 7,2
10,4 31- 6,1
25,3 10,3 - 18,2

Protides totaux: 58  g/!

g/t

24,5
3,2
68
2,7
6,0

14,7

Normales g/}

40,1 - 47,8
2= 41
S8~ 92
36- 52
22- 45
75- 13,2

L
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Albumine

Alpha 1

Alpha 2
Beta 1
Beta 2

Gamma

62,2

16,3




1296 |

... D.O.Max:0,296
~ | Pos.No. :4

126t | RackNo. : 15

. | Read time : 13:09
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Alpha 2
Beta 1
Beta 2

Gamma
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Jlpyrve MeToAUKNU KalluJIJIIPIHOT O
3JIEKTOPOpeEe3a

CDT - Kap6oruapar-aedrUIUTHBIA TPpaHChHEPPUH
(Carbohydrate Deficient Transferrin) - HOBbIM MapKep AJis
OOHapYy>KEHUSI U MOHUTOPHHTA 3JI0YIIOTPEOJIEHHS aJIKOT0JIEM

[locTosiHHOE 3/10ynIOTpebJIeHHE aJIKOT0JIEM BbI3bIBA€T U3MEHEHHE
COOTHOIIIEHUS Pa3JIMYHbIX U30(pOPM TpaHCHePPHHA :

Cozep>kaHre MaJio CHAJIMPOBAaHHBIX N30h0opM (acuaJsio- U JUCHAJIO-
TpaHCPeppUHA) YBEJUYUBAETCS MMPU PETYJIIPHOM MOTPEOJIEHHUH aJIKOT OIS
B KOJIMYeCTBe, npeBbilnatnem 50 — 80 r B feHb.

ITU U30POPMbI OTPAXKAKOT PETYASIPHOE NOTPebJIEHHE AJIKOT OIS B
TeyeHUe 1-2 Hezesb epel; NpoBeJleHHeM UCCIeJ0BaHUA

(BpeMs MOJIY>KM3HU MapKepa: 0KoJio 17 nHen).

S



MHTepnperanud

PesynbTaThl npeACcTaBIsgOT B % COOTHOILIEHUH OT 00Ier
KOHIIeHTpAallMy TPaHCPEPPUHA, a HE B aOCOJIIOTHOM
3HAYeHUHU (YYUTBIBAKOTCSI PU3UONATOJOTHYECKHE
BapUallMy B KOHIIEHTPAllMK TpaHCPeppHHa)

Coaepxxanue CDT B CbIBOPOTKE CHUXKAETCH IIPU CHUXKEHUHU
YPOBHS NOTPEOJEHUS AJIKOT0JIS MallUEHTOM

Onpegesienue ypoBHSA CDT — noJie3HbIN TECT AJis OLleHKH
aOCTMHEHIMU U HAJIMYHS PEUAUBOB Y MallMeHTa
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FEMOIJIOBHMH

JJIEKTPODOPES HO3BOJIIET:

vpaszeasaTb GOopMbl FEMOTJIOOHMHA COIJIACHO UX 3apAAY C
pa3pelieHrueM, CXOAHbIM C pa3pelleHneM MEeTOAUKHU
M30(POKYCUPOBAHMUS,

v 06Hapy»KMBaTb OCHOBHbIe aHoMaJMU Hb:

- OOHapy>XeHUe BapUaHTOB,
- 0OHapy>KeHHe beTa- U ajibda-TaJlaCCEMHUHM.

i4h



Dpakyuu 2emo2100un08

OcHoBHas Gpakmus reMorI00MHOB — reMormoouH A - 95%);

5% npuxoautcs Ha Manble ¢ppakuuu - 3,5% cocrapiser reMorioonH A,

1,0 -1,5% - remorno6uH F.

Y HoBopoXaeHHBIX TemormoouH F coctaBmser 20%, a xk 4-5 mMec. JOCTUTAET BEJIMYUH B3POCIIOTO
YeJI0BEKa.

[ToBblillieHNE TeMOTTIOONHA F SBIsIeTCS Ba)KHBIM KPUTEPUEM JIJIsSI IMATrHOCTUKHU P-TajlacceMuul, mpu
KOTOPOM OJHOBPEMEHHO IOBBIIIAETCS U COAepx)aHue reMornoonHa A,. OcoOEHHO BBICOKHE HUDPHI
remoriioouHa F moryt ObITh Nipu romo3urotHout B-ranaccemuu 0 20-90%.

IIpu reTepo3uroTHoit B-rajacceMHuu cojiep)kaHue reMorioOnHa F MokeT ObITh HOpMaJIbHBIM HJIU
YMEPEHHO MOBBIMICHHBIM (2,5-7%). OgHako Hag0 MMETh B BHJY, YTO IOBBIIICHUE reMorioouHa F He
aBisieTcst  crienuuuHbiM Uit B-tamaccemMur. OHO BCTpedaeTcsi HpU  pa3HbiX (opMax aHEMUH:
TEMOJUTHYCCKUX, KeIe301e(UIIUTHON, THUIIOIJIACTUYECKON, JEHKOo3aX M JIp., COIPOBOXKIAFOIIMXCS
runokcuei. Bo3mMoXkHO, 4YTO NOBBIIIEHHWE TIeMornioOnMHa F mpu 3TUX 3a00JIeBaHMSAX pPa3BUBACTCS
KOMITEHCATOPHO.

[emornobun A, oTauMyaeTrcs OT TeMoniooMHa A 0Oojee MEIUIEHHOM Murpamuend mpu
ANEKTOpOodope3e, UTO SBISIETCS OCHOBOM METOJOB €ro ONpeaesieHus. XUMUYECKas CTPYKTypa
MOJIMMENTUAHBIX LETe NoOMHA y TremMornioOuHa A, XapakTepus3yeTcsl Halu4heM JBYX Liened o U IByX
neneit 6 (0,0,). MccmenoBanue reMonioonaa A, Hanbosiee HGOPMATHBHO TIPHU MCCIICIOBAHUHI METOJIOM
anekTpodopesa Ha areTaTe 1eJTI0I03bl.

[ToBbIIEHUE colepxKaHUA FeMOIIOOUHA A, XapakTEepHO sl -TajacCceMuu; MpU TeTEPO3UTOTHOM
dopme Oone3nu copepxkanue A, cocrapiusier 4,2 — 8,9%.

46



K nacrodawemy Bpemenu usBectHno 6osiee 200 popM naTosorndeckux reMorJioOMHOB,
OTJIMYAKIMXCH OT HOPMaJIbHbIX CTPYKTYPOU MOJAUIIENTHUAHOU 1enu IJ1I061MHa, Korja oAHa
WUJIW HECKOJIBKO aMMHOKHCJIOT 3aMeHeHbBI IPYTUMU, UJIM OTCYTCTBYIOT.

Haubosiee yacToM HacCJAeACTBEHHOM IIATOJOIUEH SIBASIETCS FeMOIJIOOMHONATUS S

(ceprioBU/IHO-KJIeTOYHAA aHeEMUA ).

XapakTepHoe pacnpejeneHre ppakiuii reMOorJioOMHOB

Drepanocytosis S
Heterozygote

New born

Baby some
months old

Normal

Deposit Carbonic HbAz2or HBC HbS HbF HbA
Anhydrase

_ (xaron) +(aHom)
1- ocanoxk; 2- kapOoanruapasa; 3- HbA, mmu HbC; 4- HbS; 5- HbF; 6- HbA.
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HOSPITEX DIAGNOSTICS

CucteMa Scanion npe/iHa3HavyeHa J1JiI MUKPO30HaJbHOTIO
3JIeKTpodope3a OU0JOTrMYEeCKUX MAKPOMOJIEKYJI Ha
aljeTarTe 1eJIJ1035bl. /s Scanion pa3paboTaHbl METO/bI
M peareHThbl, 00ecleyrBalole pa3/ieJieHUeE B
3JIEKTPHUYECKOM MOJIE U MOCAeAYI0IIee BbIIBJIEHUE
bpaKI Ui 6eJIKOB CbIBOPOTKU KPOBH, JIMIIONPOTENU/IOB U
reMorJioouHa.

Cucrtema aJid ayieKTpodopesa Scanion peKoMeH/J0BaHa
JJ1S1 UCTI0JIb30BaHUS B KJIMHUKO-JUAarHOCTUY€ECKHUX
JlabopaTopHUsX

D
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OTKpbITNE HOKOBLIX MOBUBHBIX KPbI/IbEB MOCTA

Pa3meLleHne nponutaHHon 6ydepHbIM pacTBOPOM
MeMbpaHbl Ha MOCTUKe

YcTaHoBKa 60KOBbIX (pMKCaTOpPOB
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Pa3melleHne MOCTMKa C MeMbpaHou B Kamepe. Ho)Xkn MOCTMKa
AO/MKHbI HAXOAUTLCS MEXY BO3BbILLAIOWMXCS pebep Ha AHEe KaMepbl
Pa3roHKM.

He nonyckaetcs BbicbixaHue ALl meMbpaH. O BbiCbIXaHWUK
CBUAETENbCTBYET MOSIBNIEHME Ha MeMbpaHe 6enbix naTeH. B 3ToMm
Cny4vae nponuTbiBaHne MmemMbpaH bydepom criegyeTt noBTOpUTb

.
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Tzainare " "CE l

O6beM HaHOCKMMbIX 06pa3LOB Ha MNAHLIET:

10-20 mkn kaxgoro obpasua ana 8-nNo3vUMOHHOIO annankKaTopa;
20-30 Mkn kaxaoro obpasua Ans 4-no3vMUMOHHOINo annaMkaTopa

Pa3MelleHme annaMkaTopa Ha NNaHLIETE, Tak YTobbl NOMOCKK
annankaTopa HaxoAuIUCb HaA BbICTYNaMn C HAHECEHHbLIMU
obpa3uamu

~

. HaHeceHwue obpa3uos Ha ALl MmeMbpaHy
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MemMbpaHa ngeanbHoO
npununna K cTtekny

YyeTKue "
CKOHLIEHTPUPOBaHHbIE
O3HabI.

i
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dpakumm MMNoNpoTeENOB CbiIBOPOTKU KPOBWU

dpakumm 6enkoB CbIBOPOTKM KPOBU

IB-85-82

DATE

SEROPROTEINS

BE-B@&5—-@2

DATE

LIPOFPROTEINS

FROTEIMNS: &4

TOT.

FRACTIOHN

FRACTIOHN




TunnyHble owMbKM npu anekTpodopese

OTCYTCTBI/IG HallpAXKECHHUA HeTt MUTPpALIUHA 0€eJIKOB

HecobutoieHue nosiipHOCTH
[lepenabl HaNIpSAXKEHUA HckakeHue Buga GpaKiuu
Hu3skoe HanpsaxeHue MepnJsieHHad MyUrpanus

HecooTBeTcTBHE pH 6ydepa HeT murpanuu, npequnaTanus Ha
MaTpHuIle

Bricokast noHHas cusa 6ydepa MensieHHass MUTpaLUs

PasMep mMoJsieky.1 6esKa ToHKkHe ¥ UHTEHCHBHbIE M0JIOCHI

IpeBbIIIAET pa3Mephl MOP Ha aJieKTpodoperpaMmme
MaTpPHUILbI

[leperpeBanue uiu Aedopmarnys asekTpodpoperpamm
BbICYyIIIMBAaHWE MATPUIbI 10 KpassiM MaTpPHULbI

Hanu4due coselt B o6pasie Pa3mMbITOCTb CTapTOBOTO
(kaTogHOTO Kpas 1moJioc)

N36bITOYHOE KOJIUYECTBO UckaxxeHue BUAa ppaKiui
obpasua




KauecTBeHHast U KONMMYECTBEHHAS OLIEHKA 3NeKTPOodOoperpamMmmsi

- dnekTpodopes 6e/1KoB CbIBOPOTKM KPOBM UCMOSb3YETCA AN CKPUHWUHIA
KQYECTBEHHbIX WM KOIMYECTBEHHbIX HapyLleHu 6e1KoBOro cocTaBa CbiIBOPOTKM
KPOBWU

KauectBeHHast oLeHKa — MPOBOAAT CPAaBHUTENbbIN aHaNN3 NoyYeHHOM
anekTpodoperpaMmbl € 3nekTpodoperpaMMaMm, COOTBETCTBYHOLUMMN Pa3/INYHbIM
TMUMaM AUCNPOTENHEMUN

- [Monykonn4yectBeHHas OLeHKa COOTHOLLIEHUIM YCNOBHbIX hpakumn. Ecnu
coaep>xaHne obulero 6enka B uccnegyeMom obpasue CbIBOPOTKM KPOBU U3BECTHO,
TO NPOTENMHOrpaMMy BbIpaXkatoT B /1.

MeTopa, anekTpodopesa SABASETCA NMONYKOIMYECTBEHHBIM, HECTaHAAPTU3NPOBAHHbLIM

CyLLECTBYIOT KOHTPOJIbHbIE CbIBOPOTKM, aTTECTOBAHHbIE A1 3nekTpodopesa.
Icnonb3KIOTCA AN KOHTPONS CXOAMMOCTU U BOCMPOU3BOANMOCTM.
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MecTo anekTpodopesa cpeam METOOB aHaNn3a 6eKoBOro CrnekTpa KpoBu

OnpepneneHne TvnNa anekTpodoperpaMMbl MOXET NOATBEPAUTD
npeanonaraeMbi KITIMHUYECKUW ANAarHo3, MoMOYb BbISIBUTb CKPbITYIO MATOMOMMIO,
OLEHUTb TSXECTb 3aboneBaHns, MOHUTOPUPOBATb NPOLIECC NeYeHns n
BOCCTaHOBJIEHME BMOCMHTETUYECKOM DYHKLMN NEeYEHU N NTMMMDONAHON TKaHW.

ABCOMOTHLIE MOKa3aHUs AN NpoBeaeHus anekTpodopesa:
- MwuenomHast bonesHb
- MMMmyHOOEDUUNTDI
- [emornobuHonaTuu
- [eHeTn4yeckme aHomanum (bucanbbymmHemMns n ap)

Llenecoobpa3sHo Takke NpoBOAUTb 3NeKTpodopes npu:

- 3aboneBaHusX neyeHn, HepoTUYECKOM CUMHAPOME, 3/TOKAYECTBEHHbIX
HOBOOb6pa30BaHMSX, KOareHo3ax;

- BpoxxaeHHoM unu npuobpeteHHOM aeduunTte 6enKoB CbiIBOPOTKU, HAIMYNK
aHOMarbHbIX 6enKOoB;

- [pun cHMXXeHun coaepxxaHus obuiero 6enka < 60 r/n unun nosbiweHnn > 85 r/n,
NPpU CHMKXEHUN KOHLIEHTpaumn anbbyMuHa <35 r/n, a Takxke npu yBenanyeHuu
CKOPOCTU OCejaHns 3puUTpoLmnToB > 25 MM/Y
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dnekTpodopeTnyeckme hpakLmm U COCTaBAAIOLLME X BENKU CbIBOPOTKM KPOBU

3oHa JIOMWHAHTHbIE KOMMOHEHTDI Lpyrue KnuHUYecKu

(hpakuus) 3Ha4YuMble 6enku
Moneky- | CpepgHss (MuHOpHbIE
nspHas KOHLIEH- KOMMNOHEHTbI)
macca, Tpaums
B CbIBO-
poTKe, r/n

[MpeansbymuH
Aty

a,-rmoby- | a-nunonpoteuns 0L,-aHTUXMMOTPUMCHH
JINHBI aL,-aHTUTPUNCUH
KMUCAbIA o, -FNn-
KonpoTens

0.,-Mno0y- | [anTornoouH aHTUTPOMOUH I
NINHBI oL,-Makpormno- NHrMéuTop
OynuH C1-acTepassl
LiepynoniasMmH o.,-HS-rnukonpoTens
Gc-rnobynuH C-peakTuBHbIN 6e510K

B,-rnody- | TpaHcdeppuH C4-komnsieMeHT
NINHBI B-nunonpoTens 1 B,-MNKPOrI00YNH
C3 KommnnemeHT
reMOneKCcuH
y-Tnoby- : ] lgD, IgE
JIAHBI nerxkue uenu lg,
UEITLY




OyHKUMKM 6eKOoB NiasMbl

®yYHKYus
TpaHcnopt (cBsi3biBaHue)

MopnepxxaHue
OHKOTW4YECKOro AaBneHust

Moanepxanue 6ycepHoii
eMKOCTN nnasmbl

Koarynsuus/du6puHonns

NMmyHHas 3awmTa

OcTpochasHbii oTBeT

DepMeHTbI
NHrubutopsl chepmeHToB

KoHTponb, perynauus

Hpyrue cyHkumn
(CTPYKTYpa, UMMyHO-
cynpeccus, aaresus,
HaKonneHue 6enkos u ap.)

benku nnasmbi Kposu (npumepsbi)
AnboymuH, ano A-1, ano B, TpaHceppuH,
ranTornoouH, reMonekCuH, peTUHON-
CBS3bIBAOLLNIA 60K, NpeasiboyMuH,
TPAHCKOPTUH 1 fip.

Bce 6enku, Ho npenmyLLeCTBERHO anbbymMuH
Bce 6enku

®ubpuHoreH, hakTopbl CBEPTbIBaHUS, 6eNKu
(hU6PNHONM3A, AHTMKOATYMSIHTBI

MMyHOrno6ynuHbI, KOMNOHEHTDI
KommniemeHTa, G-peakTUBHbIN 60K

C-peakTuBHbIN 6enok, amunongHolii 6enok A
CbIBOPOTKM KPOBU, hMOPUHOTEH, 0L -aHTU-
TPUNCUH, ranTorno6uH, LuepynonnasmMms

KomnoHeHTbI KomnnemeHTa, LiepynonnasmuH,
nusoumm

0L -MHrMOUTOP NPOTEnHa3s, (c,-aHTUTPUNCUH),
aHTUTPOMOWH, oL,-MaKpOro6ynH 1 ap.

- [navueHTapHbIN nakToreH, 0L -aHTUTPUMNCUH,
04 -aHTUXUMOTPUNCUH, aHTUTPOMOWH,
0,,-Makporno6ynuH, C1-uHruéurop acTepas,
unctatu G, HTep-o-TpuncuH UHrMobUTOP

Q,-TNNKONPOTEN] (CTPYKTYpa, KOCTHbII
MaTpUKC), anb6ymMuH, npeans6ymMuH (memo
0enka), accouMnpoBaHHbIii ¢ 0epeMeHHOCTbIO
Q,-MMUKONpoTens (MMMyHocynpeccus),
(OMBPUHOTeH (MEXKNETOYHas anresus)
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CDaKTOpr, BIINAKOLWLME Ha KOHUEHTPaALUWUIO 6enKkoB nnasmbl

BospacT

JlekapcTBa

dusnyeckasa
Harpyska

[eHeTn4yeckune
doakTophl

MutaHne

®U3N0JIOTMYECKUE DAKTOPDI

HefoOHOLLEHHbIE 36-60 r/n 3,6-6,0 mr/gn
HoBopoXXJeHHble 46-70 r/n 4,6-7,0 mr/an
1 Hegens 44-76 t/n 4,4-7,6 mr/gn
Jetn go 1 roga 51-73 r/n 5,1-7,3 mr/gn
[0 2 net 56-75 r/n 5,6-7,5 mr/an
CBbilLe 2 neT 60-80 r/n 6,0-8,0 mr/gn
B3pocnble 64-83 r/n 6,4-8,3 mr/on
My>KCKI1E 1 XKEHCKWE MO0JI0Bbie TOPMOHbI BIINAIOT
Ha KOHLIEHTPAaLMI0 MHOIMX 6enKOoB: c.-heTONPOTENH,
depputuH, IgM
BnusHue 0Ka3biBaOT OpasibHbie KOHTPaLLenTUBblI,
TECTOCTEPOH, PEHOTUA3NHbBI, 3CTPOreHbI

AKTUBHas hr3nyeckas paboTa NoBbILLIAET YPOBEHb Oerka
pononHutensHo A0 10 % K ncxogHomy

NmetoT 3Ha4YeHne eHOoTuUnbl, CBA3aHHbIE C PACOBbIMU
Pa3NNYMUAMM, HACEACTBEHHbIA AeUUUT OTAENbHbIX GEJIKOB

BrnusieT Ha ypoBeHb KOMMNJIEMEHTA, NpeanbOoymunHa, peTuHos-
CcBA3bIBaKOLEro 6enka

BepeMeHHOCTb | BnuseT Ha TpaHCMOPTHbIE 6k, CyLieCTBEHHO BO3pacTaeT

CoH

OkpyxatoLuas
cpena

ypOBEHb a-(peTonpoTenHa

MpOAO/MKNTENbHBIA COH MOXET N3MEHSATb KOHLEHTPaLuto
OefikoB

Y XuTeneii TPONMUKOB YPOBEHb UMMYHOTI06Y/IVHOB BblLLE,
4eM B 30HE C XOJOJIHbIM KIIMMATOM
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MATOJIOTMYECKUE ®AKTOPbI

[loTepw

[laTonornyeckne noTepu Yepes noBPEXAEeHHbLIN OpraH,
Hanpumep, Npy1 HePpPOTUYECKOM CUHLPOME, KNyO04KOBOM
N KaHabLEeBOW NMPOTEUHYPUM, NOTEPU YEpe3 KULLEYHUK

CuHTe3

CuHTe3 6enKoB Mna3Mbl HapyLLIAETCA npu 3ab0neBaHNsAX
NeYyeHn 1 NoYeK, BO3MOXKHA HacneLCTBEeHHas
HeJJ0CTaTOYHOCTb CUHTE3a OTAeNbHbIX (DEPMEHTOB

A3meHeHne
obbema
LMPKYNUpYHo-
LLieil KPOBY

[TponcXoauT B pesynbrate runep-, runoruaparalmm
WIn nepepacnpenieneHns Mexay BOAHbIMU
NpPOCTPaHCTBaMM OpPraHunama

Katabonuam

Ycunueaetcsa npu BocnaneHuu

CKopocCTb
yTUN3aLmuuy

MeHsieTcs npu BocnaneHuu, 3ad0neBaHnsaX novex

KoMneHca-
TOPHbIE
MexaHnu3mbl

Bo3pacTaHue KOHLEHTPaLui BbICOKOMOJIEKYNIAPHbIX OEMNKOB
Mpy HePpPOTUHECKOM CUHLPOME



[varHoctnyeckoe 3Ha4yeHne U3MeHeHun obLero 6enka Kposu

MoBbileHWe KOHLEHTpaLUu

CHMXeHMe KOHLeHTpaLum

[erngparauuns

e He[OCTAaTO4YHOE NUTbE

e N30bITOYHbIE MOTEpPU BOAbI

Mpu NOTOOTAENEHUU, NPOXY3HbIX
noHocax, 6one3Hu AgancoHa,
JnabeTn4eckom Ketoaumpgose
VBenun4eHne KOHLeHTpauum ogHoro
U HECKONbKUX MHANBUAYANbHbIX
0enkoB

e OCTPbI€ 1 XPOHNYECKME NHAEKLUM
e QyTOMMMYHHbIe 60J1e3HU

e NapanpoTenHemMmn4eckKme
remMo6/1acToOMbl

e MUeNIoMHas 605e3Hb

e 00/1e3Hb BanbgeHcTpema

e 00N1e3Hb TSHKENbIX Lienen

e IMMOrpaHynemaros

e Capkouaos

® AKTUBHbIA XPOHNYECKUIA renaTuT
e LIMPPO3 neyeHn 6e3 BblpaXXeHHOM
He4OCTAaTO4YHOCTY renaTounToB

[MoHWXXEHHbIN CUHTE3 Benka

e HeJl0CTaToK 6esika B nuLe,
ronojaHue

e MasibabcopoLunsa, IHTEpUTHI,
MaHKpeaTuTsbl

e 60S1e3HU MeYeHn (LMppos,
aTpodus u ap.)

e IJINTENIbHOE JIe4eHne KOPTUKO-
cTepongamu

YBenuyeHHble notepu benka

e [NIOMepynoHedpuT 1 4p. naronorus
noyek

e caxapHblii anabet

® aCLWT, 3KCCYaaThbl U TpaHCCyaaThl
e 0XKOru

e KPOBOTEYEeHMA

MoBbILWEHHbIA pacnag 6enka

e TUPEOTOKCUKO3

e INnTeNbHag ou3nyeckas Harpyska
e IINTeNbHaa NUXopaaKa

® TPaBMmbl

e 0NyXxoJsu

[Mnepruapataymsa




Cnacubo 3a BHMMaHue !
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