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«MaToonoxmmumsa»

Kypc nekuumn kadbenpbl pyHaamMeHTanbHoM meamuuHbl 1 6uonornmn Bonrl MY

Tema nekuumu:

«MaTonornm 6enkoBoro oomeHa.

* Ethanolamine

Acetylcholine
- '



K HacTosilemy BpeMeHn naeHtuduumnposaHo 6onee 200
npotenHonatum 6enkoB HedEPMEHTHOM NMPUPOabl, KOTOpbIE
obOHapyXuBalTCA B Mnas3me KpoBu, BMONOrMYEeCKNX XXNOKOCTSX U
TKaHSIX.

OTcyTCTBME OAHOrO N3 Taknx OEnKoB, NN coaepXXaHne Huxe
prn3nonormyeckmx BennUUYnH BeaeT K HapyLLeHUo pyHKLMOHMPOBaHUS
TKaHW, opraHa 1 opraHnu3ma B LIEMNOM.

CHwmxeHne konmyecTtsa HedbepMeHTaTUBHOrO Oernka nposiBrsieTcs
N3meHeHnem OYHKLMOHNPOBaHNSA oaHoW unu bonee cuctem
opraHuama.

B oTaenbHbIX criydasix BO3MOXHbl MHOXECTBEHHbIE AedEKTHI,
BKItovawLmne B cebsa He TONbKO OTCyTCTBME Unn aedonumT
HedepMeHTaTUBHOIo Bernka, Ho Hepeako 1 benkos, obrnaaatowmx
KaTanMTu4eckuMmm CBOMCTBaMMW.,



Tunbl NpoTeMHonaTun 6enKoB Nna3Mbl KPOBU

1) npeekTbl HOMBMOYasribHbIX OESKOB MNna3mMbl KPOBMW.
2) nedekTbl 6enkoB CMCTEMbI CBEPTLIBAHUS KPOBMW.

3) oedekTbl remornobuHa (remornobmnHonaTum).

4) nedekTbl OenKoB CUCTEMbI KOMMMNEMEHTA.

5) HapyLleHnsa 6enKkoB KanMKpenH-KMHUHOBOW CUCTEMBI.



N3meHeHunsa coaepxaHusa obLlero doerika B CbIBOPOTKE KPOBU

KoHueHTpauua obuiero 6enka cbiBOPOTKU KPOBU Y 300POBbIX
B3pOCnbIX Ntogen coctaBndaeT 65-85 r/n, B nnasme aTta
BENMMYMHa B cpeagHem borblue Ha 3 r/n 3a cyeT
domnbpunHoreHa n 6enkoB cBepPTLIBAHNS KPOBM.

3ameHeHne KonnyecTtsa bOerika B CbIBOPOTKE KPOBU MOXET
ObiTb OTHOCUTENbHbLIM (BCneacTeme KoriebaHnsa odbema
BHYTPMUCOCYOUCTOWN XUOKOCTU) N aBCONMOTHBLIM (CBA3aHHbLIM
C HapyLUeHNeM MNOCTYMNEHUS, CHUXKEHMEM CUHTE3A UK
yBenmyeHnem notepu benka).



N3meHeHunsa coaepxaHusa obLlero doerika B CbIBOPOTKE KPOBU

OcHOBHbIE rpynnbl 0enkoB nna3mMmbl U UX npeactaBuUTesIun

an b6yMVIHbI anbbymuH, npe-anb0byMuH (TPaHCTUPETUH);

O.-FAOBVAUHL] i aHTATPUNCHH, JINBI, npoTpomM6uH, KUCAbIV O~
. y MNKONPOTEUH, TPAHCKOPTUH

_ LepynonsasMuH, ranTorfiobuH, a,-MakpornooynvH,

% rn06ynMHbl aHTUTPOMOUH |

JINHM, TpaHcdeppuH, hnbprHoreH,

B'mOGVHMHb' TpaHckobanamuH, C-peakTnBHbIN BeNOK

Y - TNOOYynuHbI  19G, IgA, IgM, IgE



N3meHeHunsa coaepxaHusa obLlero doerika B CbIBOPOTKE KPOBU

MMnepnpotenHemusa — yBennyeHne KoHUeHTpauum obuiero benka >85
r/n.

AbcornoTHasa rmnepnpoTeMHeMus vaule Bcero obycnoBneHa
yBENUYEHMNEM Y-IMOOYNMHOBOW (ppakumm n HabrntogaeTca nNpwu:
peBMaToMagHOM apTpuTe, KonnareHo3ax, MMerIloMHOU Boes3Hu,
XPOHMNYECKOU ODCTPYKTUBHOW OONE3HN NETKUX.

OTHOCUTENBHAs rMnepnpoTeMHemMna HabrtogaeTca Npu rmnornaparaunm
opraHmama (psoTa, NOHOC).



N3meHeHunsa coaepxaHusa obLlero doerika B CbIBOPOTKE KPOBU

OucnporenHeMna — N3AMeEHEHNE Ka4eCTBEHHOIO U
KONMMYECTBEHHOIO COCcTaBa OTAESbHbIX DENKOBLIX hpaKkumn
CbIBOPOTKM KPOBU MPpU HOpMarnbHOM YpOBHeE obLero berka.



N3meHeHunsa coaepxaHusa obLlero doerika B CbIBOPOTKE KPOBU

f'MnonportenMHeMunsa — CHMXKEHME KOHLUEHTpaunu obuiero 6enka Huxe 65
r/n.

AbcornoTHasa rmnonpoTenHemMmnst HabnogaeTcsa nNpu HeaoCTaTO4YHOM
NoCTynneHnn 6enkos ¢ Nuwen (ronogaHune), notepe benka Yepes KoXHble
NOKPOBbI (OXOrn), ¢ Movou (rromepyrioHedpuT, HePPOTUYECKNU CUHOPOM),
yepes XenygovHO-KULWEYHbIW TPaKT (racTpoaHTeponaTum), HapyLLEHNSX
buocuHTesa 6enka B neyeHun (renatutobl, LMPPO3 NEYEHU), NOBLILLEHHOM
kKaTabonmame OenkoB (CenTn4ecKkne COCTOSAHUA, pakoBasi Kaxekcus).

CHwmxeHune obLLiero 6enka B CbIBOPOTKE KPOBU HWKe 45 r/n npu
KOHLEHTpauun anboyMmnHa Hmke 20 r/n ABASIeTCS onacHbIM NS KU3HMW.



nepBVI‘-IHbIe rmnonporenHeMmun

OTN COCTOSIHUA OOYCNOBMEHbI rEHETUYECKUMU aedhekTaMu,
NpMBOAALLMMU K MOSTHOMY MNpeKpaLLeHUN0 UNn 3ameaneHunto
CUHTE3a onpeaeneHHbiX BenkoBbiX pakuuin, a Takxke
CUHTE3y 6enkoB ¢ N3MEHEHHLIMW CBOMCTBaAMMW.



BTOpVI‘IHbIG rmnonporenHeMmn

B 3aBMCMMOCTN OT NPUYUHBI BTOPUYHBIE TMNONPOTENHEMUN MOTYT ObITb
obycnoBneH.bl:

« HepocTtaTo4yHOCTbIO berika B NUTaHUM, HapylleHNneM nepesapuBaHns
n BcacbiBaHus 6enkos B XXKT.

* [lpnobpeTeHHbIMN aedekTamn NnepeBapnBaHNSa U BCaCbiBAHUS
benkoB (Manbabcopbuus).

* HapyweHnem cnHTesa 6enkoB (HaNpuMep, NpPU NOPaXxeHnn NevYeHn).

* YcuneHHon notepeu benka (ocTpble N XPOHUYECKUE KPOBOMOTEPM,
bonbLmne paHeBble NOBEPXHOCTU, CUHOPOM OSIUTESTIbHOIO
cAaBnMBaHus, ObLLIMPHbBIE OXOMM, NOTEPU YEPES XKEMNYOOYHO-
KNLLEYHbIW TPaKT).

* YcuneHHoW notepen berka (OCTpble U XpOHNYECKNE KPOBOMOTEPH,
bonbLmne paHeBblE NOBEPXHOCTU, CUHOPOM OSIUTESTBbHOIO
cOaBnuBaHus, ObLLIMPHbIE OXOrM, NOTEPU Yepes XKenyaovHo-
KALLEYHbIW TPaKT).



[MapanpoTeuHbl

[Mpn HEKOTOPLIX 3ab0neBaHNAX B CbIBOPOTKE HAXOAAT NPOTEUHbI,
OTNUYaKrLLMeCcs: OT HOPMarbHbIX CbIBOPOTOYHbIX OEKOB N0 PU3NKO-
XUMUYECKUM CBOMCTBaAM N OMONOrM4ecKou akTUBHOCTMN.

Kaxkabiv n3 aTux HeoDbIYHbIX BENKOB nNpeacTtaBnsaeT cobou
N3MEHEHHbIW aHarnor ogHoro N3 HopmarsbHbIX UMMYHOrNOOYNNHOB.

Uaule Bcero BcTpeyvarotTca napanpotemnHsl knacca IgG (70-80%), pexe
IgA (13-18%) n ewie pexe — IgD n IgE.

CocTodHUA, conpoBoXaatowmecda nosiBrieHNeM B KPOBU
napanpoTeNHOB, UMEKT 0bobLarLWn TEpMUH NapanpoTeNHEMUN
(mapanpoTenHos:bl).

K aTou rpynne 3abonesaHuin OTHOCATCS nrasmounTomMa (MUenomHas
bornes3Hb), MakpornodbynuHemus BanbgeHwTpema, 60nesHb TaXernblX
Lienewu.



HNedeKkTbl 6enKoB cBepTbIBaHUA KPOBU

* B npouecce cBepTbiBaHUA KPOBU NMPUHUMAKOT
y4yacTue pasnnyHbole 6enkm (doaktopbl),
HaxodsiLmecsa B nrna3me u TpombouuTax.

« Oba 3T KOMMOHEHTA MOTyT ObITb N3MEHEHDI B
pesyrnbraTe HacneaCTBEHHbIX NPUYKMH, YTO
NPUBOOUT K HApyLLUEHUSAM, Ha3bIBAEMbIM
Koaryrnonatusimu.



HNedeKkTbl 6enKoB cBepTbIBaHUA KPOBU

* AdpubpuHOoreHemusa — peakoe 3aboneBaHue
ayTOCOMHO-PEeLIECCUBHOU NPUPOabI, XapaKTePHbIM
NPU3HAKOM KOTOPOIo ABMNSAOTCA TAXeENbIe
KpoBOTEYEHUA (remopparmmn).

 [lpnymnHa 3aboneBaHnst — NoriHoe unu, B bonee
nerkux crny4daax, 4actTu4yHoe OTCyTCTBME
domnbpunHoreHa B nnasme, YTO MOXXHO YCTaHOBUTbL C
NOMOLLIbIO 3NeKkTpodopesa nnu
NMMMYHOXUMWUYECKN.



HNedeKkTbl 6enKoB cBepTbIBaHUA KPOBU

« OunchmnbpuHoreHeMmna — ayToCOMHOE HacNeaCcTBEHHOE
3aborneBaHue, nNpogaBnaroLLEECH BO MHOMMX dpopmax.

« KonunuectBo pubpunHoreHa MoOXeT ObITb HOpManbHbIM, HO
MOXET N3MEHSATbLCA NepBuYHas CTpPykTypa. B pesynerarte
N3MEHEHNA aMUHOKMUCITIOTHOIO cCocTaBa U KOHdUrypaumm
Mosiekyn dpmbpuHoreHa ero rnpespalleHne B pubpuH
3aTpyaHsaeTcs, B pe3yrbrarte Yero yBernminBaeTcsl BpeMs
KPOBOTEYEHUSI.

* OTtoenbHble dopmbl MOoaANULMPOBAHHOIO PNOPUHOreHa
OTNINYatoTCA ANEKTPOPOPETUHECKOU NOABUKHOCTLIO UMK
NMMYHOXUMWNYECKM.



HNedeKkTbl 6enKoB cBepTbIBaHUA KPOBU

femodumnua — rpynna HapyLleHnN cBepTbiBaHUS KPOBMU,
NPOABNALLMNXCA CUMNbHLIMU KPOBOTEYEHUAMU OaXKe npu
He3Ha4YnTEeNbHbIX PaHEHUSAX.

[TpnynHOM ABNAETCA OTCYTCTBUE OQHOro 13 PakTopoB.,
HeobXxoanMbIX 4Nl NpoLecca CBEPTbIBAHUA KPOBM.

Ualle Bcero Bctpedaerca remopunua A, rnpm KOTopou
oTMe4YaeTcda AeduunT U1 MoneKkyndapHbie aHoManuu
doaktopa VIII.

[Tpn remochmnuun B (BCTpedaeTcs B NATb pa3 pexe, Yem
dopma A) otcytcTByeT dpakTop I1X, a npmn remocpunum C —
doaktop XI.



femornoovHonaTuun

« K aTtou rpynne 3aboneBaHnin OTHOCATCA NMPOTENHONATUH,
BbI3BaHHbIE HAPYLLEHUAMU CUHTE3a DENTKOBOrO KOMIMOHEHTA
remornobmnHa rnpu HopmMmarsribHOW CTPYKType rema.

* W3BecTHO 6onee 200 BapuaHTOB reMorfioonHonaTuu.
* VI3 HUX NNLLb HEKOTOPLIE MPOSABNAITCA B BUE

3aboneBaHni, B OCHOBE KOTOPbIX NEXUT HapyLleHne
TpaHcnopTa KUCropoaa Unmn HakonneHne metremornodmHa.



femornoovHonaTuun

HNedhekTbl, 00yCcnoBrneHHble 3aMeHON aMUHOKUCIIOTbI B
nonunenTMAHOM Lenn reMmorsioouHa

* W3BecTHO Bbonee 20 BnaoB remornobuHa, B a- unu B-uenu
KOTOPbIX O4HAa U3 aMUHOKUCIIOT 3aMeHEHa ApYrown.

« Takad 3ameHa nsmeHdeT psaa PU3nNKo-XMMMYeCcknx CBOUCTB
benka, B YHaCTHOCTM 3rneKTPOhOPETUYECKYIO NOABUKHOCTb, YTO
No3BONSAET nAeHTNdULMpoBaTb BapuaHT remornobumHa.

« CepnoBuaHOKNEeTOYHasA aHeMUsA CONpoOBOXKOAETCS
MPUCYTCTBMEM B 3pUTpoLMTaxX NauneHTa aHoMarbHOro
remornobuHa (HbS), onuceiBaemoro dpopmynown 36y — Ban (B
B-uensax Hb octaTtok [y B NoNoXeHnn 6 3aMeHeH Ha OCTaToK
Ban).



flemornobmHonaTun: cepnoBnaHO-KIieTo4yHasd aHeMus

oKcuUreHauus

Caz\*‘. L/ K*, H,O
reMonmn3 «— "« /_‘

OKcureHauund

MUKpOBacKynsapHas )
OKKMO3Na 3
KreTka ¢ NoBpeXaeHHON
MembpaHom




[emornobunHonaTnu: TarnacceMmmm

Tanaccemuun - HacneacTBeEHHbIE 3aboneBaHnd, 0OYCOBEHHbIE
OTCYTCTBUEM WUINN CHMXKXEHMEM CKOPOCTM CUHTE3a a- Unn B-uenen
remornoounHa.

* HE CMHTE3UNPYTCA B-Lenn remornodbuHa, BcrneacTemne
yero obpasyeTtcs reMmorrodbuH, cogepxalmn TonbKo a-

B-tanaccemus Lenu:

* COCTOAHME COBMECTUMO C XXU3HbIO.

* HE CUHTE3NPYIKOTCA A-Lenn remornobuHa, Bcneacraue

4yero He obpasyeTtcsa doeTanbHbIn remornodunH (HbF);
a-TanaccemMmus

* pebEHOK C Takom nartonormen nornbaer
BHYTPUYTPOOHO MK BCKOPE Mocne poXxXaeHus.



[emornobunHonaTnu: TarnacceMmmm

[NaToreHe3 B-tanaccemus

HOPMA B-tanaccemus

CHM)XEeHMe cuHTe3a beTa-Lenen,
npeobnagaHue anbda-uenen

$-HepacTBOpUMbIe arperarbl
anbda-uenen

HOpMasbHbI 3pUTPOGNAacT o
P> -

o N
HOpMarsibHbIN 3PUTPOLUT . g f
HeadhekTMBHbIN
3pMUTPONOI3 BHecocyaucTtbin
remMonus

..




femornoovHonaTuun

HNedhekTbl, 00yCcnoBrneHHble 3aMeHON aMUHOKUCIIOTbI B
nonunenTUaHoOU Lenu reMorrioomHa

* YKasaHHOe 3aMelleHNe CyLLIECTBEHHO OTPaXKaeTcd Ha
cBoncTBax benka — HbS B BoccTtaHoBneHHOM dhopme obpasyeT
ONMHHbIE aCCOLUMNPOBAHHbIE LIENMN U €r0 PacTBOPUMOCTb
cHmkaeTcsa Ha 50% no cpaBHEHWUIO C PAaCTBOPUMOCTLHO
OKNCINEHHON (OOPMbI.

« OTun ocobeHHocTM Hb onpenenstoT YyKOpoYeHUE XXU3HU
9PUTPOLMTOB B CBA3U CO CHUXXEHNEM NX YCTONYMBOCTHU K
remosnmnay.



femornoovHonaTuun

HNedhekTbl, 00yCcnoBrneHHble 3aMeHON aMUHOKUCIIOTbI B
nonunenTUaHoOU Lenu reMorrioomHa

* Y B3pOChNbIX CMOKONHOE TEYEHNE BOSE3HN XapaKTepU3yeTcs
YMEPEHHOU aHEMUEMU, Crierka CHUXKarLWeW TPpyaoCrnocobHOCTb.
Kpn3abl (NOBbLILLEHHBIV FeMOnKn3, ocTpas bonb BCcreacrene
apuTpocTasa, 60nm B KOCTAX) MPOBOLMPYHOTCA UHEKLNAMMU,
CTpeccoBbIMU ddaKTOpaMu.



femornoovHonaTuun

HNedhekTbl, 00yCcnoBrneHHble 3aMeHON aMUHOKUCIIOTbI B
nonunenTUaHoOU Lenu reMorrioomHa

CepnoBuOHOKIIETOMHAA aHEMUSA BECbMA pacnpocTpaHeHa B
PerMoHax mmpa, SHAEMUYHbIX MO Mansapuun, NPUYEM NaLUEHTbI C
CeprnoBUAHOKNETOYHOU aHEMUEN, a TaKKe reTepo3nroThbl-
HocuTeNu obnagatoT rNoBbILLEHHOW YCTONMYNBOCTBIO K
3apaXKeHMI0, YTO N OOBLACHSAET BbICOKYHO YAaCTOTYy 3TOro BPe4HOoro
annens B appuKkaHCKNX nonynauunsax.



femornoovHonaTuun

HNedhekTbl, 00yCcnoBrneHHble 3aMeHON aMUHOKUCIIOTbI B
nonunenTMAHOM Lenn reMmorsioouHa

* M-remorno6uHemum — rpyrnna remornobmHonaTnu, NP KOTOPbIX
NMeeTcs OeeKT, 3aTpyaHAaoLWmMm BOCCTaHOBIEHME Xenes3a 13
Tpex — B ABYyXBaJfieHTHOe cocTosaHune (Fe3+—Fe2+).

* Y 9TOW rpynrbl reMornobMHOB OCTaTOK NMMCTUAMHA, y4acTBYOWNU
B CBA3bIBAHWW Xemnes3a, 3aMeLleH apyrmmm aMmHOKMUCNOTaMun —
TUPO3UHOM, rMyTaMmaToM. 3aMeLleHne ocTaTka rmcTuanHa
NpPMBOAUT K TOMY, YTO B MUSBMEHEHHOW LIenn aToM XKesiesa B
COCTaBe rema OKUCIeH 40 TpexBasfieHTHOro0 COCTOAHUS.



femornoovHonaTuun

HNedekTbl, 0O0yCcnoBrneHHbIe HapyLleHUeM CUHTe3a ueneun
remorsioouHa

« a-Tanaccemusi — B OCHOBe 3aboneBaHns NeXUT HapyLLEeHne
CMHTE3a a-Leneun, YTo BeJeT K yMeHbLUEeHUI0 00pa3oBaHus BCex
dunsnonornyecknx BUOoOB reMmornobuHa.

* K30ObITOYHO nogaBnsoLWNECS 3- U Y-LEeNnN HE MOTYT
B3aMMOOENCTBOBATb C MYyTaHTHbIMU O-LEeNaMU, BCIIEACTBUE YEero
BO3HUMKAlOT ABa Bmaa remornoduHa: Hbp4 (HbH) n Hby4
(remornobuH baprtca).



femornoovHonaTuun

HNedekTbl, 0O0yCcnoBrneHHbIe HapyLleHUeM CUHTe3a ueneun
remorsioouHa

B-Tanaccemus — Bbi3BaHa HapyLLEHWEM CUHTE3a [3-Lieneu, 4To
NPMBOANT K OTHOCUTESNTbHOMY U3DbITKY O-Lieneun u
COMpPOBOXAAaeTcs yCUneHHbIM obpasoBaHMeM remornobuHa F
(a2y2) n A2 (a2d2).

[MocnegHssa doopma remorniodbmnHa obnagaet gJocTaTouMHOU
CNOCOBHOCTLIO K TPAHCNOPTY KUCnopoaa, obecnevnsaroLlen
KomneHcauuto gedpuumta remornobumHa A.



femornoovHonaTuun

HNedekTbl, 0O0yCcnoBrneHHbIe HapyLleHUeM CUHTe3a ueneun
remorsioouHa

* Y roMo3unroT remornobunH npeacTtaBneH npemMmMyLLIECTBEHHO
remornobmnHom bapTtca — rmbernb HacTynaeT B nepuoa
BHYTPUYTPOOHOro pa3Bntud. Y retepo3nrot NPUCyTCTBYET CMEChH
remornobuHa baptca u remornobmnHa H — nposiBneHue

3aboneBaHusi CBOANTCS K NEerkoMy remonmnay 6e3 CyLLieCTBEHHbIX
NOCNeaCcTBUN AN COCTOSHUS.



femornoovHonaTuun

HNedekTbl, 0O0yCcnoBrneHHbIe HapyLleHUeM CUHTe3a ueneun
remorsioouHa

« o-Tanaccemua — cBd3aHa C TOPMOXXEHUEM CUHTE3A [3 U O-

Lieneu, YTo BedEeT K yBeNMYeHHOU npoaykumm remorniobuHa F
(a2y2).

 [lpu Bcex Bugax TanacceMmm HapyLlaeTcs NPpoayKLUMS
9PUTPOUNOHbIX KITETOK B KOCTHOM MO3re U HacblLLieHne
SPUTPOLIMTOB reMOorfiobMHOM.



