HAPYLUEHUE
MOP®UPUHOBOI'O OBMEHA.
[MOP®UPUN

3aB.kadenpou KNMHNYECKOM
nabopaTopHON ANArHOCTUKM,
npodeccop
KOHTOPLUMNKOBA K.H.
2017



* [TopdUprHLI — NPOMEXYTOUYHbIE NPOAYKThI
CUHTEe3a rema.

* [eM npeacTaBnsieT cobon KOMMIEKCHoe
coeMHEHNE ABYXBANEHTHOro »eresa C
nopdPUPUHOM



[TopdmpUHbI — LMKITNYECKNE coeanHEHUA, obpa3oBaHHbIe 4
MMPOSbHLIMU KOSTIbLLAMW,CBA3aHHbIMN MEXOy CObon
METEHUNbHBbIMU MOCTUKaMU, CUHTE3NPYIOTCA U3 MMNLUHA U
CYKUMHUI-CoA

hOPMYIIEI KAXKIAOIo U3 3THUX COECMHEHMI: lo papiip it
Nluppeos Q‘CHQ
w
: <j{ J}
ﬂpomonopqoupuﬁ
CH=CH, cH-cu,_
CH
3
CHZ ZHs—Ha2 CHz-L.Ma CH—CH 2

coon oo CO0
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* [TopdounpnHbI ABNAKTCA CUNbHLIMUK
dooToCceHCUbNUPYOLLMMKN BELLLECTBAMMN.
CnekTp nornoLieHnst nopupunHoOB

BkIoYaeT aBa gnanasoHa: 400-410 HM m
580-660 HM



[Topdounpun

 [pynna HacneacTBeHHbIX 3aboneBaHnu,
OOYyCIOBMEHHbIX HApPYLLEHNAMU CUHTE3a
rema C NnoBbILLEHMEM CcoaepKaHUNSA
NOPOUPUHOB B KPOBU U TKAHSAX




« Knaccudukauums

« Knaccudpuuympyrot 1. B COOTBETCTBUKN C
OCHOBHbIMW MECTaMu CUHTE3a rema, B KOTOpPbIX
NPOSABNAKTCA «OLLUNDOKM» MeTabonuama.
[lepBMYHOE HapylleHNEe MOXET BO3HWKATb B
nedeHu (neyeHo4vHasa nopdpupus (hepatic
porphyria)) nnn B KOCTHOM MO3re
(apuTtponoaTunveckasa nopdgpupusa (erythropoietic
porphyria)); nHorga oHO MOXET pa3BMBAaTbLCS B
obonx 3TUX opraHax.



1. NeyeHoOYHbIE NOPOUPUN:

nopdupua, obycrnosneHHaa 4edPUUUTOM
nernapaTtasbl aMUHOMEBYTMHOBOW
KWCIOTb;

OCTpas nepemexaruiadca nopoupus;
HacneacTBeHHasa Konponopmupug;
BapueraTHas nopdounpus;

NO34HAA KOXHasi nopupus.



o 2.2pUTPOMNO3TUYECKME NOPDUPUN:

* BPOXOEHHAA 3pUTPOMNOITUYECKAS
nopupua (bonesHs [oHTEPA);

* 3PUTPOMOITUHECKAA NPOTONOPOUPUA.




1. [lopdupusi, BeI3BaHHAS
nedunuTom
aMUHOJIEBYJIMHAT-
JeTUpaTasbl

2. Octpas
nepeMexaromfasics

nopdupwst

3. Bpoxknennas
SPUTPOIIOITHIECCKAS

nopupwust

4. Koxxnast nopdupust

5. I'emarospurpo-
MO3TUYECKast HOPPHUPHUS

6. HacnencrBenHas
Korponopupus

7. CmemanHast mophupus

8. DputponosTuueckas
npoTtonopdupus

CPABHEHWE TUINMOB NOP®UPUN

AJIK-gernaporasa ~
5% HOPMBI

[1db-ne3amunaza,
50% HOpMBI

yponophupuHO-TeH-3-
KOCHHTa3a

yponophupHHOTreH
nakapOOKcHIia3a

yponopduprHOreH
JTakapOOKCHIIaza

Komponoppupu-
HOT'€HOKCH/1a3a,
50% HOpMBI

poTonoppupu-
HOT€HOKCH/1a3a,
50% HOpMBI

dbeppoxenaraza

AP
9q34
7 myTauuii

ALl
11g23.3
>227MyTanuit

AP
10 q25.2-26.3

npuobpereHHas Takxe AJl
1p34

AP

Al 3 ql2
36 myTanuit

All
1922
120 myTanui

ALl
18 q21.3

BapuaOeIIbHO

PEAKO OO0 3pCiIoTro
BO3pacTta

B yTpoOe U mpu
POXKICHUH

30-40 xet

o 2 1eT

B JTI000M TIepuon

00b1uHO B 15-30 meT

1- 4 roga

AP- ayrocomHO-penieccuBHbIi, AJl — ayTOCOMHO-JOMUHAHTHBIN, * - KOJIMYECTBO N3BECTHBIX MyTallUN

OITMCAHO JIMIITb
HECKOJIBKO CIIy4acB

Jlammanoust
1:1000, Be3ne
1,5:100000

< 200 ommMcaHHBIX
ClTy4yacB

yacto B CIIIA u EBpone

< 20 omMCaHHBIX
CIIy4aeB

< 50 onucaHHBIX
CIIy4aeB

IOxnas Adppuka
3:1000, B npyrux
PETHOHAX PEIKO

< 50 ommMcaHHBIX
CITy4aeB



[Mopdupusa octpasa MHTepMUTTUPYLOLLAA

e [InarHocTuyeckue npusHaku. yBennyeHume
3KCKpeunn nopdpodunmnHoreHa, CUMMNTOMbI
nopaxenusa LUHC, BeretatuBHasa gucyHKkumsa

 KnuHun4yeckasa xapaktepucTuka: 60ne3Hb NpoTeKaeT B
naTeHTHon popme B Te4eHne BCEeU XXU3HU UIn
nposiBNsieTcA B BUAe NpucTynos.

* lMpoBouupyroLlme pakTopbl: NIeKApCTBEHHbIe
npenapartbl (bapouTypaTsl, cynsdaHnnammabl,
rpuseodynbBUH, PEHUTOUH), NOSIOBbIE FTOPMOHbI
(3cTporeHbl,nporectepoH, B HEKOTOPbIX CrlyYasaXx —
nepoparibHble KOHTpauenTuBbl), MH(EeKUnu,
ronogaHue.



e CUMNTOMBI noBpexXaeHmnA BeretatTuBHbIX

OTOEerioB HepPBHOU CUCTEMbI BKOYaloT

abgpomMuHanbHble 60nu, 3anopbl (MHOrga NOHOCHI),
Taxukapauro, CrroHoTe4YeHue,

npexoasilyro apTepuaribHy runepToHuro,
OpTOCTaTU4YECKYH rMNOTOHUIO, CNa3M apTepui
ceT4yaTKu, COCyaAUCTbIU Cna3M B KOXe KOHeYHOCTeMN.

 NHorpa HabnopaTcA NONMHEBPUT, BANas
TeTpannerus, pacCTpoMcTBa YyBCTBUTESILHOCTHU



PaccTtpouncrtea co ctopoHbl LIHC :
OynbOapHble napanuum,

MO3)Xe4YKOBble HapyLUeHMUS,
rmnoranamuyeckas AuceyHKUuS,

OCTpbie U XPOHUYECKHUEe NCnxo3bl,
KOMa

BoBrnieueHue mexpeodepHbIX U
AavadparmanbHbIX HEPBOB MOXeT
NPUBOANTL K OblIXaTesribHOMY napanuiy —
Hanboree 4YacTou NPUYNHE CMEPTHU



OTmeyvaroTcs runoHaTpuemMus, runomMmarHnemMums,
O0ObIYHO BbI3blBaKOLLIAA TETAHUIO,

noBbIilleHne ypoBHen xonectepuHa ( y 40-50%
OOSIbHbIX).

Ha cBeTy Mo4a OKpalLMBAETCA B KPACHbIN LBET

B Mo4e noBbILLEH YPOBEHb NPEaALIECTBEHHUKOB
— nopgobunmHoreHa 1 aMUHONEBYITMHOBOW
KNCNOTBHI.

CHWXXeHa aKkTUBHOCTb pepMeHTa
YPOnopMmUPUHOreHCUHTETA3hI.



* [lonynaumoHHan yactota — 1: 66 000

 Tun HacneagoBaHUsA- ayTOCOMHO-
OOMUHAHTHbLIN



Y OompHBIX oOenmu ¢gopmMamMH MO3dHEH  KOKHOIT
rop@UpHM KokKa OTKPBITHIX VUACTKOB TE€1a OUEHb HEKHAA
Il_paHivasg: II0CHe HE3HAUNTENbHBIX TPaBM OCTAKOTCA
OONE3HEHHBIE  3PO3IIl, OCOOEHHO Ha  THUILHOII
TIOBEPXHOCTH KIICTelL, TBLIBHOIT TIOBEPXHOCTI
IIPEIIUICYIil, HOCY, YVIITHBIX paKOBHHAaX.

XapaKTepHBl Be3IIKVIBL M IIV3BIPI, MOPH BCKPHITHH
KOTOPBIX OOPa3yOTCA MOKHVIIIIE 3PO31T11. 3aKHBAIOT OHHI
MEIIEHHO, ¢ O0Opa3oBaHHEM [ILIOBLIX aTPOMITIECKIIX
pyOIoB. BO3MOXHBI TIIIEPTPIIX03, HEpaBHOMEpPHad
THIEPIIITMEHTAINI, CKIEPOIEPMONOIO0HOE VIIIIOTHEHIIE
KOKII.

]__[JI?I MO ATBCPKICHITA JHAr"Ho3a OIIPCACIAOT
KOHOCHTPAIHK 110D (l) [IPITHOB B MOYC H ILIA3MC H
H3MCPAKOT dKTHBHOCTDH

VPOIIOP(DIIPITHOTEH IS KAaPOOKCILTA3EI.




[Topdurpus saputponoatndeckas (bonesHb
[toHTEpPAa)

e [InarHocTnyeckme npuUsHaKkum:
* yBerinyeHue yponopdpunpumuHa B Moye
* NosiBfIeHne B KPOBU HOPMOOacToB

* yBenn4yeHme ypoBHS yponopdupuHa B
apuTpouUuTax

* boTOOAEpMaATO3
e aHOManbHasA oKpacka 3yboB









Ha oTKpbITbIX y4acTKkax umerTca obnacTu
rmnepnurMeHTauum n genurMeHTaLuunm.

B 6onbLIMHCTBE cry4yaeB HabnogaeTcsa reMmornms.
Bo Bpema remosnuasa:

NOBbLILLEHO coaepXaHne ypobunmHoreHa B Kane
HopMobnacTnyeckaa runepnnasnst KOCTHOro Mo3ara

LIMPKYNSLmns HoOpMobnacToB B KpOBU



3yObl OKpaLLUEeHbl B XXENTTO-KOPUYHEBLIN, KPaCHO-
KOpUYHEBbIN UM PUONETOBLIN LBET.

OManb 1 AeHTUH coaepkaTt NopupuH.

B KpoBU 1 Mo4ve onpeaenarTca yponopdoupuH |

n yponopdupuH lll .
B ocHoBe 3aboneBaHnst HEOOCTAaTOYHOCTb
yponopdopuHoreH lll -cuHTeTasbl

Tun HacnepgoBaHUA —ayTOCOMHO-PELIECCUBHbIN









O HacneaCTBEeHHOCTU BEHLUEHOCHbIX 0C00

B 1998 r. aHrnuitckoe usgatenpcteo «Bantam Press» onybnukosano
kaury k. Pénga(uctopuka), M. YoppeHa (buoxumuka) u [1. XaHTa
«[ypnypHas TaMHa eHbl, 6e3ymme n Koponesckue goma Esponbi»,
ccneaoBaBLLUMX PoMb. nopcbnpw B reHeanoryeckom nabupuHTe
KOPONEBCKNX OUHACTUN.

OcTpoit nepemexaroleincs nopcupnei ctpagan koponb AHrnun [eopr
|I| ogHako noaxe, korga obHAPYXUNNCh YKa3aHWA Ha NOBbILLEHHYO

YYBCTBUTENBHOCTb KOXW KOPONS K COMHEYHOMY CBETY, ANarHo3 YTOUHUNCS
Ha BapueraTHyto nopduputo.

VIMEHHO 3TUM MOXHO OBBACHUTL NOYTH HENpepbiBHbIE husnyeckne W
ncuXuyeckne cTpagaHus U SMOLMOHaNbHbIE HeypaBHOBELLEHHOCTH
nocnegHen umnepatpuubl Poceun Anercanapsl (BHyYKa KOPONEEs:|
BUKTORNI), KOTOPbIE Tak Tparyeckn BMUANK Ha ee mMyxa, Hukonas |l.




Bnap lll, Uenew, Opakyna
(1431-1476), rocnoaapb Banaxuu Pe3naeHuus
Ipakynbl pacnonaranacb B TbiproBuwuTe







KEJITYXW

« CUMNTOM pasnm4HbiX 3aboneBaHnn:
oKpalLunBaHue B XenTbli LBET CII3UCTbIX
000noYeEK, CKNep 1 KoXKn, 00ycroBnNeHHOE
OTITIOKEHUEM B HUX XKEMYHbIX MUIMEHTOB.

* Bce BMabI kentyx oobegmnHeHblI OAHUM
NPU3HAKOM — runepounnmpyouHemumen.
[loXenTeHne cKknep un KoXXn Ha4YnmHaeTcsa C
KOHLIEHTpaLuun bunmpybunHa B KpoBu 26
MKMONb/N 1 TpebyeT BpeMeHn 5-8 aoHeN



* bunnpyouH obpasyetcsa B
PETUKYNOIHAOTENNANBLHON CUCTEME,
OCODEHHO B cerneseHKe N KyrngpepoBCKNX
KNeTkax nevyeHn npuv pacnage
Xeresocoaepkalmx 6enkos:
remMorrnodbunHa, katanasbl, MUOTIIODMHA,
LIUTOXPOMOB.



B Te4yeHune cyToK pacnagaercst oT 6 oo 8 r remorriobuHa
n obpasyetcs okosio 240-430 Mr XenyHbIX MMrMEHTOB.

bunmpyouH nnoxo pacTBOpUM B BOAE, ABMAETCS
TOKCUYECKUM BELLLECTBOM.

bunupybuH, nonagasa n3 knetok POC B CbIBOPOTKY
KPOBU, 3NEeKTPOCTaTU4YeCKN B3aUMOLENCTBYET C
anbLOyMNUHOM N TPAHCMOPTUPYETCH B NEYEHD.

OTa dpakumsa HOCUT Ha3BaHME HEKOHBIOMMPOBAHHLIN (
CBODOAHLIN ) OUNMMPYOUH.

JTabopaTopHOE Ha3BaHWe Takoro ounupybmnHa —
HEeNPsIMOW.

OTO 0OyCnoBMNEeHO TeM, YTO DMNNPYOUH CBA3AH C
anbLobyMnHoOM 1 gnsi ero onpeaeneHnsa Heobxoanmo
npeaBapuUTeENbLHO NMPOBECTU peakuuio AenpoTenHU3aL .



* [enaTtoynTbl aKTUBHO 3axBaTbiBalOT
onnnpyouH ns kposun — 3a 18 MUHYT U3
KpoBU ncyesaet 50% 3K30reHHoro
ounnpybuHa.

* [lornowleHne renatoynTamm N3 KPOBU
HEKOHBbIOrMpoBaHHOIro ounnpyomnHa —
aKTUBHbIM NpoLecc, B KOTOPOM
NPUHUMAIOT y4acTue nuraHg v
cneundonyecknmn 6enok NnpoTenH Z.



* B renatouuntax KapboKkcusibHble rpynrbl
ounnpybrnHa B3anMogencTBYHOT C
rMMOPOKCUIBbHbLIMK rpynnammn yrreBoaoB

( FMIOKYPOHOBbIE KUCMOThI), PopMmpys adounpsil,
NpPenMyLLeCTBEHHO OUMTIOKYPOHUAObI
ounnpybuHa ( KOHBLHIMPOBaHHbLIM BUNUPYDOUH).

« ObpasoBaHue 3OUPHOU CBA3N MeEXOY
onnnpybrnHom mn 2 monekynamm rinoKypoHOBOU
KUCMOTbI KatanusnpyeTt oepMeHT
ypuanHgmdocgart-rintoKypoHmnTpaHcdepasa.



MonsipHble MONEeKyNbl KOHLIOMMPOBAHHOIO

e (cBAi3aHHOro) bunupyobuHa pacTBOpMMbI B BoAe.
KoHBbOrMpoBaHHbIN OUNNMPYOUH IKCKpeTUpyeTcs C
Xen4ybl, HakannmBaeTCsH B XefTYHOM ny3bipe, 3aTeM
BblAeNAeTCA B TOHKYH KULLKY, rae npu 4encreummn
MUKPOOHON chbrnopbl BOCCTaHaBNMBAETCH C
obpa3oBaHueM dbecLuBeTHbIX MUPPOSIOB.

B HoOpmMe KOHBHrMpoBaHHbIN OUNUPYOUH
cocTtaBnsaeTt meHee 1/5 cogepXaHUA NUrMeHTa B
CbIBOPOTKE KPOBU, HEKOHBIOMMPOBaHHbIN — 4/5

JlabopaTopHOe Ha3BaHMe KOHLIOIMPOBAHHOIO
onnupyobuHa — npsimowu,



B CbIBOPOTKE KPOBU COAEPKUTCA OUNMUPYOUH,
CBfiI3aHHbIN C IMIOKYPOHOBOU KUCIIOTOMU ( npamMou )

° U OUNNPYOUH, HE CBA3aHHbIN C FMIOKYPOHOBOW
Kucrioron ( HempPSAMoOMn).

* Hopma: O6wun bunmpyomH
 HoBopoXxaeHHble 1 cyT  6,8-68,0MKMOnNb/N
 HoBopoxaeHHble 3 cyt 17,7-171 MKMonb/n
 HoBopoxaeHHble 1 mec  5,2-17,1MKMONb/1
» [leTn v B3pocnblie 3,4-17,0MKMOnb/n
* BunnpybmnH KOHBIOIMPOBaHHbLIN

* (npamon) Bapocnblie < 5 MKMOnb/N




bunnpybmnH obHapyXnBaeTcsd B Kane
npu gucbaktepnose B CBA3N C TEM, YTO
BOCCTaHOBNeEHne ounnpybuHa
NPOUCXOOUT C y4acTUeEM aernaporeHasbl
MUKPOdnopbl KULLEYHUKA



Tokcn4eckni sdekT M3bbITKa

ounnpyobnHa

[pn n3bbiTke coaepkaHAR BiFiHIybuHa B KpoBIY OH
CTAHOBWUTCHA OCHOBHbIM NOBPEXKAAIOWNM (DaKTOPOM —
WHIIMOUpYeT aKkTUBHOCTb MUTOXOHAPWANbHbIX
hepmeHTOB, HapywaeT cuHTe3 [HK, bnokupyeTt
CUHTE3 Benka u npouecchbl ¢hocchopUnUpoBaHNS.
Obnagasa cpoACTBOM K MEMDpPaHHbIM
chocchonunuaam, GUNUpyobuH 3ameanaeT nornoweHne
TUPO3UHA, YTO HapyllaeT npoLecchbl CUHaNTUYECKON
nepegayn. bunupybuH cnocobeH bnokupoatb
PaboTy MOHHbIX KaHANoB, YTO CBA3bIBAIOT C
HapyLweHWeM HEPBHOW NPOBOAUMOCTI, OCODEHHO B
CNYXOBOM HEpPBE .



* bunnpybuH NHrMbupyeT NOHHBbIW OOMEH K
TPAHCNOPT BOAbI B NOYKAX, YEM
OO DBACHAKT OTEK HEPBHbBIX KNETOK,

passuBaloLWUUCca Nnpn BUNUpyoNHOBOMW
sHUechanonaTuun.



PusnonornvyeckKas HEJTYXa

ObycnoeneHa npeBbllUEHNEM pa3pyLLUEHUA
3PUTPOLIUTOB Had 3PUTPONO330M.

Mpumep: >kenTyxa HOBOPOXKAEHHbIX, M.D. B
TeYEeHNEe HeCKONbKUX AHEN.

AnepHan XenTtyxa.

Pe3Kko NoBbllWEH HEKOHbIOMMPOBaHHbIN
bunupyounH.

[MpumMep: »KenTyxa HOBOPOXKAEHHbIX NPU pe3yc-
KOHCPNUKTE U KOHPNUKTE NO rpynnam KpoBW.



[ emonuTmnyeckasq xenrtyxa

« [eMonUTUYECKME aHEMUKN OCTpPbIE U
XPOHUYeCcKne

* B12- pedonuntHaa aHeMuUS
» Tanaccemus
* OOLWINPHBIE rEMaTOMb



[1pK TEMONUTUYECKON XENTYXE:!

« OOWMM SMNMPYOMH NOBLILWEH 3a CYeT
ounupyouHa HeNnpAaAMoro

« Kan yepHoro uBeTa

+ Novya ApKo oKpaleHa, B MoYye DunupybrHa
HeT



MexaHun4eckas xenTyxa

Mexanuuyeckasi AKREITYVXaAa - O3TO TAKOC COCTOJMAHHC, IIPH
KOTOPOM IIPOHCXOAHT HAPVYVIHICHHIC OTTOKA KCIIYII B HHK
Paznmuaror MCXAHHYCCKYHO ZKCIITYVXV. IIOIOIICYCHOYHYHO
(HpII 3TOM BO3HHKAeT OJIOK BHEMNCUESHOUYHBIX >KEITUHBIX

IIPOTOKOB), BHYTPHUIICUYECHOTHYIO (cmaBieHHe B
IapeHXIME [IeUYEeHH MarucTpalbHBIX JKEITIHBIX
IIPOTOKOB).

Cpenn mnpHYNH IIOAINEYEHOYHOI KEITYXH Ha IIepBoOe
MECTO BBIXOOUT XolemoxonutHas (35-40%), Ha BTOpOM
MECTE - paK I'OJIOBKHU IIOKEIIyT10UdHOII skene3bl (30-35%),

Ha TPEThEM MECTE€ - paK BHEIIEUYEHOYHBIX KEITUYHBIX
npoTokoB (10-12%), 3atem pak ¢darepora cocouka (1-
2%0). bomnee PEOKIIMI IPHYITHAMII ABIIAFOTCA:

CKJ'ICpOBHpYIOIHIIﬁ XOJIIAaHITHT, BOCIIAIIHTCIIBHBIC 5 1
ITOCTTPABMATHYUCCKIC CTPHKTYPBI XOJICI0XA.



[1pn MexaHU4YEeCKON KenTyxe:

« OOWMM SMNMpPYOUH NOBbILWEH 3a CYeT
npamMmoroe ounupyouHa

« Kan cBeTnbin, NouTK ODenbin

 NMo4vya mmeeT UBET NUBa, B MOoJe
coaepXMTCA OMnupyouH



* bunnpybmnHemumnsa npmn mexaHm4eckom
XEenTyxe aBneHne NocTosHHOe.

* CHWXeHne cogepaHuns bunmpyouHa B
MOYEe UIN €ro NoriHOe NCYE3HOBEHUE
yKa3blBaeT Ha YaCTUYHOE UK NONHOE

BOCCTaHOBIIEHNE NPOXOAUMOCTU XKENYHbIX
nyTew.



[ lapeHxmaTo3Hasa xenTyxa

NcTnHHag (neyeHoYHas ) XKenTyxa BO3HUKaET Npu pasnuyHbIX
NMOpaXKeHNSAX NEeYEHM.

HabntopgaeTca npu:
OcCTpbI BUPYCHbIN renaTtut
LinTomeranosumpycHas MHdekunsa, MHPEKLMOHHbIM MOHOHYKIE03
AMeOHbIN abcuecc nevYeHn, onUcTopxos, akTUHOMUKO3
Cudunmc BTOPpUYHbLIN
Linppo3 nevyeHn,xonaHruT,
[TlepBUYHbIN paK rnevyeHn, MetactaTUyeckme nopaxeHms neyveHu
[TepBUYHbLIN DMNMapHbIV LMPPO3 NEYEHU

ToKcryeckoe NoBpeXaeHne nNevYeHn: YeTbIPeXXopuUcTbIn yrnepoa,
XNopodopM, TPUXNOPITUINEH, anKororb

JlexapcTBeHHbIe OTpaBreHns: napawleTamor, U3oHnasuna,
pupamMnnumnH, xnopnpomasunH



Bcneacreue nopaxeHusi renatounToB
HapyLlaeTcs NOCTynfeHne B HUX
HenpamMoro ounmpybunHa, peakuum
[MIOKYPOHNPOBaHUA C 0O0pa3oBaHUEM
KOHbIOIrMPOBaHHOIo ( NPAMOro )
ounupyouHa v BblaeneHns ero B XXen4yHole
NPOTOKMN.



* B pesynkraTte B CbIBOPOTKE KPOBU
NoBbLILLAETCH cogepxaHne onnmupyouHa

( oo 50 — 200 mkmonb/n).

* B KpoBM NOBLILLAETCA coaepKaHue
cBobogHoro (npsamoro ) bunupyduHa u
CBA3aHHOro ( HenpsmMoro ) ounnpybuHa.

* Bo3HuMKaeT XenTywHoe oKkpawimsaHne
KOXW, CIIM3NCTbIX 000s104eK



* Moya npnobpeTaeT TEMHYIO OKpacKy
LIBETA NMBa 3a CYET NOABNEHNA B HEW
npsaAMoro bunmupyounHa n ypoobunumHa.

« Kan obecuBevynBaeTcs 3a cyeT
YMEHbLUEHUA B HEM KONMYEeCTBa
cTepkobunmHa. CooTHOLLEHNE KONNYecTBa
CTepPKOOMNMHA N YPOOUINNHOBLIX TEN C
MOYOW NPU TSKENbIX NOPaAXKEHUSAX NEYEHU
nocturaet 1:1( Hopma 10:1 unun 20:1)



[ToK NapeHXMMaToO3HOW XenTyxe:

« O0OWMK OUMNMPYOUH NOBbLILWLEH B HaYane
3aboneBaHKA 3a cYeT NpAMoOro oUNUMpyouHa,
NOTOM NOBbIWaeTCA HenpAMon OUNUPYOUH

« Kan cHavyana HopManbHOrNo KOpU4YHeBoro
uBeTa, Nno Mepe TAXecT 3aboneBaHns
cBeTneer

« NMoya CHayana uMeeT uBeT NUBa 3a cyeT
OUNMpyouHa, No Mepe TAXeCcTU 3adboneBaHus
B HEW NOABNAETCH YPOOUINUHOINeH



 bosesnb wuiam cunapom Kuiabdepa OTHOCAT K
MUTMEHTHBIM TEeMaro3aM WM J00pOKauYeCTBECHHBIM
TUIIEPONITUPYOUHEM USIM, T 3a00JICBAHUSIM,
CBSI3aHHBIM C HACJICJICTBEHHbIM HApYyILICHUEM OOMEHa
OunupyOnHa, MPOSBISIIOUINECS XPOHUUECKOW WU
MEPEMEIKAIOIICHCA  KEITYXOM 0€3 BBIPAXKEHHOIO
U3MEHEHUSI CTPYKTYpbl M (DYHKIUW TCUECHH, SIBHBIX
MPU3HAKOB TIOBBIICHHOTO TEeMONMU3a (pa3pylucHUs
KPAaCHBIX KJICTOK KPOBH) M XOJIeCTa3a (3acTos KeJIun B
MEYCHOYHBIX MPOTOKAX).

bonesnp JKunbOepa Ha3BaHa B 4YECTh MAPUIKCKOIO
Tepanesra  ABryctuHa — JKuiapOepa, — BIIEPBBIC
onucasero B 1901 rony 3aboneBanue, KOTOpoOe OH
HaOMOAan y  TPyHOmbl  MOJIOABIX — JIIOAEH  C
[IEPEMEKAIOLIICUCS KEINTYXOHU.

C.




« JKeaTylmHoCTh CKIep M KOXH OOBIUHO BIIEPBbIC
BBISIBJISICTCA B JICTCKOM WJIM FOHOIIIECKOM BO3pacTe,
pEIKO OBbIBACT IIOCTOSHHOM W OOBIYHO HMMEET
[IEPEMEKAOIIUNCA XapaKTep.

 BO3HUKHOBCHHIO WJIM YCHJICHHIO MKTEPUYHOCTHU
MOI'YT CIOCOOCTBOBATb HEPBHOE IIEPEYTOMIICHHUE
(HampuMep BO BpeMsl DK3aMCHAILIMOHHOW CECCHUH)
WA CUJIbHOE (PU3MYECKOEe HamnpsKeHue (Kpocc,
3aHSATHUS CO IITAHIOM).

* B uyncine npounx (GakropoB, YCHIMBAIOIIUX
KEJITYIIIHOCTh,  CJEJyeT Ha3BaTb IIPOCTYJIHbIC
3a00J1€BaHUs, Pa3JIMUHbIC OIEpallld, IIOBTOPHYHO
pPBOTY, TOJIOJAHUE, TOIPEIIHOCTU B JIMETE, INPUEM
AJIKOT'0JIS1 U HEKOTOPBIX JICKAPCTB.



B Jamarnoctuke cunjpoma JKuibOepa BeayuIum
SIBJISIETCSL  OOHAPY’)KEHUE  TMOBBIMIEHHBIX LHUDP
coJiepKaHusi OWJIMPYOMHA B ChIBOPOTKE KPOBH.
boibimyrdo 10JIb3y B pacCriO3HaBAHUHU MOXKET
[IPUHECTU TMPOBEJICHUE TIPOOBLI C TOJIOJIAHUEM:
nmocjie  24-4acoBOro TroJIOJIaHUsT  COJIEPKAHUE
OMJIMpyOHHA B ChIBOPOTKE KPOBU BO3PACTAET B 2
1 0oJiee pas.

* [Ipoune  JAMArHOCTUYECKHUE  TPOLEAYpPBl -
yJIIbTPa3BYKOBAS UJIA KOMIILKOTEPHAS TOMOTrpadus
[IEYCHU, OlpesesiecHue (PEpMEHTOB T[EUYECHU B
CBIBOPOTKE KPOBU U JIaXK€ IMYHKIIMOHHAsI OUOIICHS
Majilo0 MH(MOPMATHUBHBI B IUJIaHE BepUUKALUU
JIMATHO3A.



 Cunapom Kpuriiepa — Haugpa — BpoOxIEHHOE
HACJICJICTBEHHOE HapylleHue MeradonausMa Ouinpyonna,
XApPaKTEePU3YIOLIEECS KEITYXOH U TSKEJIBIM TMOPAKEHUEM
HEPBHOM CUCTEMBI.

[ nnepOunanpyOnHeMus SABJISIETCA CIEIACTBUEM HAPYLICHUS

KOHBIOTALIMK B TNEUYEeHU OuaMpyOMHaA ¢ [HOKYDOHOBOL
KUCJIOTOM, 00YCJIOBJIEHHOIO OTCYTCTBUEM WU
3HAYUTEIbHOM HEJOCTATOYHOCTbIO Gepmenra
CJIOKYPOHUITPaHCchepassbl.

Bbiessa10T 1Ba BapyuaHTa CUHAPOMA:

s’

1 -1 THIL; MOJIHOE OTCYTCTBUE AKTUBHOCTH
MIIIOKYPOHUATPaHCPepas3bl — XapaKTEPU3yeTCsi ayTOCOMHO-
pELIECCHBHBIM HACJIEIOBAHUEM.

2-1 TUN. CUHApPOM Apuaca — aKTHUBHOCTb (epMeHTa

meHeee 20 % OT HOpMa/IbHOM, HACJIEJIOBAaHUE ayTOCOMHO-
JOMMHAHTHOE.




e JKearvxa nposBIISETCS, KaK IIPaBUJIO, B IIEPBBIC YaChl
WJIK Ha 1—2 J1eHb 10C/IE pOKJICHHUS.

 bunupyounoBoe mnopaxkenue [IHC —  sepHas
KEJATYXa —  IPOSBISAETCA B BUIAE  CYAOPOT,
OMUCTOTOHYCA. YPOBEHb OWIUPYOMHA, KOTOPbII
IPEe/ICTABJICH UCKIOYUTEIBHO HENpIMOU (hpaKIUeH,
MOJKET ObITh B nipeaenax 371—>513 MKMoJIb/JI.

B JICUYECHUH UCTIOJIb3YETCA (henobapOuTan
(@bdekTuBeH NOpd  BTOPOM THIIE), [CMOCOPOILMS,
GoToTepanus, 3aMEHHOE MEPEIUBAHUE KPOBH.
JKenryxa coxpaHseTcsa B TOM WJIM WHOM CTEIEHU B
TECUYCHUE BCEH KU3HHU.




 Cunapom JlabuHa-/I’KOHCOHA — XPOHHYCCKOC
HACJCACTBCHHOC  3a00JICBAaHUC,  MPOSBISIOLICCCS
HCITOCTOSIHHOU KCITYXOM.

[IpyunHa 3a0oneBaHug  OO0YCIIOBJICHA JAC(PECKTOM
AT®-3aBUCUMOIN TPAHCIIOPTHOU CUCTCMBbI KaHAJIBIICB
rCHaTOLUTOB. 3aJicpkKa OMIMpyOHHA B ICIAaTOLUTAX
CBsA3aHA C M3BpAlICHUECM B HHUX METa0OJIM3Ma
aJlpcHajMHa, B PE3yJIbTATC YCro MNPOUCXOAUT HE
TOJIbKO HAKOIUICHUEC OMIMpyOMHA, HO U MCJIAHWHA, C
JAIBHCUIIMM  pa3BUTUCM  MECJIAHO3a  TICUCHU.
Hacnenyercss mo ayToCOMHO-pPEUECCCUBHOMY THITY,
UMCET JTOOPOKAYCCTBCHHOC TCUYCHHUC. 3a00JICBAaHUC
HauOosce IIMUPOKO pacmnpocTpaHcHo Ha CpeaHem
BocToke.



