OBMEH

remMmornoounHa
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noHbl Co n Cu



AHTAPHO-IMULIMHOBLIW NYThb

(LLlemuna)
COOH 00y, 4 CoASH
}
CH CH,NH,
N e _LZ ¢DOH
CHa, COOH  "um- (i:'.-l
1,0 EWTT)
CASCol re gy
¢yruUurun~ (oA ] (Be) e
+e;4,e=ﬂ,, Bs (=0
PP, Manoonm CH;,NH;_

o-keTormytapar  §-aMuHOne-
(matpuke MT() BYNMUAHOBaA K-Ta




CUHTES3 N'EMA

'eM CMHTEe3upyeTCcsa BO BCeX TKaHAX, HO C HanbonbLUen CKOPOCThb
B KOCTHOM MO3re U neyeHu. B kOCTHOM MoO3re rem Heobxoaum o
CMHTE3a remornobuHa, B renarouyutax — pans obpa3oBaH}
yutoxpoma P450.
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HakonneHne nopdoUpUHOB-

NnopMdUPUN — reHeTuyeckne
3aboneBaHus, 00yCrnoBneHHbIE
HErNMoJIHOLLEHHOW aKTUBHOCTbLIO TOr0 UInwu

MHOro doepmMeHTa, y4acTBYIOLLENO B
OnocuHTe3e rema.

[1pn BbIBEAEHUN NOPPUPUHOB C MOYOU OHA
npnobpeTaeT po30BbIA LBET



* lopgupuu (om epey. «porphyreis» -
nypnypHbIU) — pag 3abonesaHnn obmeHa
BELLECTB, NMPU KOTOPbIX HapyLLlaeTcs
obpa3oBaHuWe rema, B pesynbraTte 4Yero B
opraHu3mMe HakannmBarTcsa NOPOUPUHBI
MM NX TOKCUYHbIE NPeALECTBEHHUKMN.

* [laTonorun gaHHoOW rpynnbl BCTpeyarTCcH

OTHOCUTENLHO peako — oT 7/ Ao 12 cnyyaes Ha
100 000 yenoBek.

 OTOenbHblIe HO30M0MMN UMEKT CBOIO
9HOEMUYHOCTb



* [MMopdUpPUHBbI HakannmBaTCA B KOXE U Nofa
OeUcTBMeM ynbTpaduoneToBoro n3nyyeHms
(CONTHeYHOro ceeTa) 3anyckarT npouecc
NepPEeKNCHOro OKUCNEHNA NMNMOO0B, Bbi3biBas
OECTPYKUUIO N TMOENb KNETOK KOXMW.

domoceHcubusnuzayus - NOKPaCHEHNEM
KOXW, 3y, OTEYHOCTb, LWenyLweHne Ha CBeTy

 KonponopdgupuH n nporonopdpupuH
YCUNMNBAIOT NMUrMEHTAaLNIO KOXN U
YCKOPSAIOT POCT BOJIOC (2unepmpuxo3s).



* [1noxo pacTtBopuMbIn B Boge npotonopdpupuH
OTKNaAblBaeTCs B KNeTkax nevyeHun, 3akynopmBaeT
XXeN4Hble NPOTOKN — mamoJio2usi nevYyeHu

« OTnoxeHne yponopdupuHa B apmtpoumTax
NMPUBOAUT K UX YCKOPEHHOMY pa3pyLUEHUIO B
CeneseHke - 2eMOoJ1uU3 U aHemMust

* [NpepnwectBeHHUKN nopdpupunHos (OAJIK n
nop¢gobunnuHoreH), HakannMBasCb B HEPBHOW
TKaHW, BbI3bIBAOT AEMUENTMHN3ALMNIO U
aKCOHanbHY0 de2eHepayuro HeEPBHbLIX
BOJIOKOH.






PACIAL TEMOINOBUHA



Pacnaa remMmornobuHa

* Cpoxk xu3nu spurporura =~ 120 gHei

« Pacmag remorjio0MHa Nporucx0auT B MUKPOCOMAJIbHOM
(bpakIMy PETUKYIOSHAOTEINATBHBIX KJIETOK IE€UCHU,
CEJIC3€HKU U KOCTHOI'O MO3ra.

* B cytkm y yenoBeka oOHoBsieTcs =~ 6 r Hb.



3a 1 4yac pacnagaercs

1-210° 3puTpPOLMTOB |

3a cyTku - 6 rp. Hb

‘el el




' Karabonusm remorno6uHa

B M&I{EOQQEII'EIX
1. Hb(Fe?") —> met Hb(Fe®)
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3. BepaoriobuH

Fel* 6eroK

‘ounuBepgviH

4. peaykKrasa

ounuBepAauH 7._# onnupyouH
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BunupybuH + anbbymuH

Henpsamon (cBoboaHbIN)
HEKOHBIOTMPOBAHHLIN

|




B - B neyeHn
KpoBb

' HEL» bnupyoun



O6MeH remMorsiobmHa
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Bunupybusaurmokypouug (10%)
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B KMleYyHUkKe

i
-

Npsimon 6npd [ niokypoHOBas K-Ta
+ H2 F;-w..m KY ?anﬂt‘i m%a_.

MesobunutoreH (ypoBunuHoreH) l

+H,| B neuyeHb, rae okucnaeTcs
Y A0 MOHO- U AUNUPPOIOB
CrepkobunmHoret

¢ B GONbLLOV Kpyr KPOBOOGP.
BbIAENsETCH {

C Kanom | BblASNAETCH C MOYOW
(300 mr) ( 4 wmr)




HopmanbHblil IMrMeHTHLI cneKTQ'!':f‘
KpoBb: OBb=3,4-17,1 MKkmMmonbw/n

HB=75-100% o1 OB
NB=0-25% ot OB
Cbl
MO v 46N

Moua: Cb=4 mr/cyT
M v Al

Kan: CB=go 300 mr/cyr




HapyweHua pacnaga
reMornoobuHa.
Kentyxn

Xentyxa — 3To CUHOPOM, NpU
KOTOPOM U3-3a HaKOMMeHus B
KPOBU U TKaHAX OONbLUOIro
KonunyectBa onnmMpyouHa
CJIN3UCTbIE, KOXa U CKNepbl
OKpalUUBAIOTCA B XKesnTbiN LBeT.



[TpnodpeTeHHbIe XenTyxu

* [leyeHOYHaA (NapeHXMmaTo3Has)

* [logne4yeHo4yHasa (0O0TypaULMOHHas,
MexaHu4yeckas)

 HagneyeHo4Has (remonuTu4yeckas)



[leyeHOYHad XenTyxa

pa3BuBaeTCA Npu BUPYCHOM
renaTtuTe UJiiM TOKCUYECKOM
nopaXeH neYyeHwu, YTo NpUBOAUT
K HapyLleHUI0 oopa3oBaHUA U
CeKpeLuunu Xenyu



YBenunyeHue Hb B KpoBwM, T.K.
* YyMeHbLUaeTca nepexog Hb B b

* CHWXXaeTcs KoHborauna ounnpybuHa c
Y ®-rnoKypoHOBOWN KUCIMOTOU
BCNeaCTBME HEOOCTATOYHOCTH

YODI KTpaHcdepashbl
YBenu4yeHue b B KpoBuU, T.K.

* BCriegcrtBme OoTeKa renatoumnTon
COaBJINBAKOTCA XKEJTHHbIE Kalnindapbl

* NPOUCXOAUT paspyLUeHne renaToLmnToB



Nb dnnbTpyeTca n BbIBOAUTCA C MOYOU
npugaBas en TEMHbIN UBET («LUBeT nuBa»)

Me3oOunuHoreHa u crepkodoununHoreHa B
Knie4vyHmka obpasyerca mano (13-3a
MEHbLLEro obpasoBaHua 1 MOCTYMNSIEHUS
[1B) — kan cBeTnbIN

Me3oounuH (ypobunuH) nosasnseTtcs B
KPOBU U MOYe, T.K. HE paspyLlaeTcs
neYyeHbio



aae-

B\X AvMarHOCTUKa NapeHxXuma-

TO3HOW XKeNnTyXu:
B kpoBu: OB 3a cuet Hbn Nne

CBI; MM n AN;
ANT; NAOCs; chepmenTtil THI
U OPHUTUHOBOIO LUKNA
B move: CBIM;{ MM v AM; MNb w
TeMHas |
B kane CB——>cBeTnbIN




[ eMonuTuyeckas xxentyxa

BO3HMKAET Npu yCUreHHOM pacnage (remonnse)
3PUTPOLMTOB UNN NX NpeaLlecTBEHHUKOB

[IpnynHbLI remonu3aa:

 ['emonuTnyeckne dambl

* Ycunenue NOJ1 membpaH spuTpoLnTOB
-rMnoBnTamMmHoO3 E
- YMEHbLUeHne akTnBHocTn rodpdl
- CUNbHbIE OKUCUTENU

* 3 — Tanaccemuu

* [lepenuBaHne HeCOBMECTUMOMN MO rpynne Kposu




YBenunyeHue HbB B KpoBuU, T.K.

* Me4vyeHb He crpaBfseTcs C ero 3axsaTom,
TpaHcnopTom m nepesoaom B [1b

* B YCNOBUAX aHEMUN N TUNOKCUN YMEHbLLAETCH
akTMBHoCTb YDl KtpaHcdepasbl

b obpasyeTcsa bornbLue > bonbLie
Me300unuHoreHa obpasyeTcs B KULLEYHUKE U
BO3BpalLLaeTCs B MNeYeHb.

[1pn CHUXKEeHUn PepMeHTaTUBHON aKTUBHOCTU B
YCITOBUAX TMMNOKCUN Me300UnunH (ypoounumH)
MOXeT NOABNATLCSA B KPOBU U MOYe.



T.K. cTepKOOUIIMHA B KNLLEYHUNKE
obpa3yeTcs MHOro Kan npuoobpertaet
APKUN HaACbILEHHbIN LBeT

MoxxeT HabntogaTbCa reMornoonHypus

B CIly4ae NpeBbILLEHNST CBA3bIBAIOLLEN
CNOCOOHOCTM ranTorfnodbrHa B KPOBU



BIX OUarHoCTUKa reMonUTUYECKON

KENTYXM:
B kpoBu: OB 3acuyer HB

MNb N; CBI'; MM w Ol

B moye: CBI, MIu OI— sipkas
OKPOCKOL 3 FeMOTNOOUHYPUS
B kane: Cb— sapko okpatueH




[logneYvyeHoO4YHad XenTtyxa

BO3HUKaeT Npu HapyweHunn BbiBeAEeHUA
XKeJn4yum m3 nevyeHm B KMWEeYHUK npu.

XenyHoKamMeHHOU 0one3Hun

onyxoJsin roJsioBKmy noaxenyano-u HOWU
XKernes3bl

AVUCKUHE3UM XKen4yeBbIBOAALLMX NyTEN
xoneuucTura



[Mpn nonHon oo6TYpauun
XXen4eBbIBOOALLMX NYTEMN:

* HET 0bpa3oBaHNSA Me30bunnHoreHa u
CTEPKOOUNTMHOIEHAa B KULLEYHUKE — Kar
ob6ecuBeYeHHbIN (aXONINYHbIN)

* HET CeKpeLun Ken4yn, HapyLlaeTcs
nepeBapuBaHne U BCaCbIBAHUE KNPOB,
4YTO NPUBOAUT K Bbipa>XEHHON cTeaTopee.



Tak kak b He MOXeT 3KCKpeTUpoBaTbLCA B
KULLEYHWK, OH MNOCTYMaeT B KPOBb, a 3aTEM B
MOUYY, nNpuaaBas en XxapakTepHbIN UBeT
«NMUBay.

B KPOBb NOCTYNAKOT TaKXe XKeJiYHble KUCNOTbI

- obnagatoT reMmofIMTUYECKUM AeNCcTBUEM,
NPOUCXOOUT YCUIEHHbIW pacrnad remMornobunHa,
noBbILLIAEeTCHa coaepxaHmue B Kposu Hb

- BbI3bIBAKOT pa3pa>xXeHmne HeEpPBHbIX OKOH4YaHnI
N MECTHOE pacCluUnpeHne MeJrikKnx coCcygoB KOXN,
YTO NMpPOoABNAETCA KOXHbIM 3yadOM U MNMOABJIIEHNEM
Ha KOXeE «COCYOUCTbIX 3BE3O0HEKN.



- B/X AMarHocTUKa MeXaHUu4eckom

| XKENTYXMU:
B kpoeu: Ob 3acuer Hbwu b

B move: Nb > TemHasn

B kane: becuBeTHbLINW, cTeaToped




KPOBb ‘Moua Kan |
MexaHuJeckas ne ™1 HBeT
nuea 6/uB
(06TypaumoHHasn) HME T |
(Nb)
uBeT
MapeHxMaTo3Has ns T nuea | CBeT-
(NeveHouHas) HNBET (NB, NbIA
CB, MB)
emonuTuyeckas HNETT ~ipkas APKUIA

(CBT)




HacneacTBeHHbIE XeNnTyXu

9H3MMOoNaTU4eckmne NnapeHxXmMmaTo3Hble
XenTyxu, obycrnoBneHHble HapyLLEHUEM
MeTabonuniama ounmpybunHa B renatoymTax

* HapywieHneMm 3axBaTa un TpaHcnopTta Hb
N3 KPOBU

* HepocTtaTo4yHocTbio YDl KTpaHcdepashbl
* HapywieHunem akckpeuun b B KNLLEYHUK



Pusnonornyeckas xernrtyxa
HOBOPOXAEHHbIX

BO3HWKAET B NepBble CYTKM NOCIE
POXOEHUA N MONTHOCTbIO NPOXOAUT Yepes
Be Heaenwu

[TPUYUHDBI:

* y NS104a U HOBOPOXJEHHOIO KONMUYECTBO
apuTpouunToB 1 HD BbIlLE, YEM Y
B3POCIIbIX, MO3TOMY CKOPOCTb UX pacnaga
BblLLe 1 bonblue obpasoBaHmne HbB



 HB nnoxo 3axBaTbiBaeTCA N3 KPOBU

neyeHbto BcneacTene geduymta
TpaHCNopTHOro 6enka nuraHguHa

* Bo3pacTHaa HeOoCTaTO4YHOCTDb
YOPI KTtpaHcdepasbl n nepesog Hb B b

CnepnctBue: noBbiweHue B KpoBu Hb, B
Karie U Mo4ye Masro CTepkobunuHa



Cnacubo 3a BHUMaHue!
NMpounpgute noxanyucra rectupoBaHue
No CCblJiKe

https://docs.google.com/forms/d/e/1FAlpOL
ScsPW8efa2vRRvhbuldVCIOXOOXyVT|ZKs
1Wch0O3UanogVoag/viewform



https://docs.google.com/forms/d/e/1FAIpQLScsPW8efa2vRRvhbu1dVCi0xOOXyVTjZKs1Wch03UanogVoag/viewform
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