[TaTOOMOXMUA NeYeHn



OYHKUMN NeYeHu

«OOMeH yrneBsonoB

- CUHMe3 2/IuUKo2eHa
- pacrnao a/luKo2eHa
- 2J/IIOKOHE02EHE3



OYHKLUN NMeYeHn
e OOMeH nunuaoB

- pacrao XXUPHbIX KUCIom
- CUHME3 KEMOHO8bIX MEJT

- CUHME3 XXKUPHbIX KUCIIOM
- CUHMe3 mpueasiuyepuoos
- CUHMe3 ghocghonurnuoos

- CUHMe3 XosriecmepuHa
- obpasosaHue JIMNOHIT u JIMBr



OYHKLNN NMeYeHn

e OOMeH OenkoB

- CUHMe3 besiko8 rnnasmbl Kposu

- CUHMe3 ghakmopoe8 ceepmhbi8aHUs
Kposu

- pacrnad aMuHoOKUCII0m



OYHKLNN NMeYeHn

e [lenoHupoBaHue

- 2JTUKO2EeH

- )Kesres3o

- sumamuH B,
- sumamMuH A



OYHKLNN NMeYeHn

 AHakKTMBaLUusaA ropMOHOB

- 2U0pPOosIuU3 NenMuUOHbIX 20PMOHO08
- 0elyoduposaHUe mMupoKcUHa
- OKUCJIeHUE U KOHBbr2ayus cmepouoos



OYHKLNN NMeYeHn

MeTabonuam
KCeHOOMOTUKOB

- 2U0porsu3
- BOCCMaHoe8s1IeHue
- MUMOXOHOpUAasibHoe OKUCrIeHUEe



OYHKLNN NMeYeHn
 MeTa®onmM3am KCeHOOMOTUKOB

* - MUKPOCOMaslJIbHOEe OKuUcCJieHue

R

HAODH O
wo

HAOO | H,0

T

ROH



OYHKLUN NMeYeHn

e MeTaboONMM3amMm KCEHOOUMOTUKOB
* Peakunun KOHbOraumm

= C 2/1IKYypOHO8OU Kucriomou

- C CepHou Kucriomou
- ¢ auemursn-KoA

-~ C MEMUOHUHOM
- C 2/TUYUHOM
- ¢ eflymamamom



OYHKLNN NMeYeHn

» O0Ee3BPEXNBAHMNE TOKCUYECKHX
coeaANHEHNN

- dMMHWaAKa

- NPOAYKTOB «THUEHUA» aMUHOKUCIIOT B
KWW EYHUNKE

- bunnpyobuHa



CeneseHka, kKnnemku P3C
FEVOFJ'IOBI/IH Fro6un Fe* —
BEPOOIMOBWH »EVIBEPOVIH "
5 N\ fpsmou 6unupybuH
Komnnekc
omnnpyobuH-anboymMuH
samdii 6unupy6uH)
lMeyeHb

YO®-rntoKypoHuUrn-

TpaHcdepasa
YO®-rnokypoHoBasi KUcrorta

OFJ'IPOKypOHI/I,EI, ounupy
MoHo-, an-, Tpvmmp

WHOFG\

MrmoKypOHmu. omnmnpybuHa

(KenyHbie nymu)

OurniokypoHug ugimpyovHa
[MoKypoHoBasi chngTa/i
ToHkulu

5) 6
MnpyavH KUWeYHUK
Me3ooununpyouH
RN +4H
YpobunuHoreH
YpobunmHouabl *
CtepkobununHoreH Toncmbii
KUWwe4yHUK
CTepKO6VIJ;VIH

Ob6esBpexmnBaHne csobogHoro GunupyburHa, ero KOHbLIraToB B NeYeHn
N NpeBDALLeHUEe XenYHbIX MATMEeHTOB B KULLEeYHUKe



PACNAL N’EEMOINMOBUHA
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Bunnpybun




ExXxeaHeBHO obpa3yertca 300 mr
bunupybuHa

UcTOouYHUKM Bi :

= B85% cnyuyasax - remornobuH (obpasyerca
NPy paspyLleHUM 3PUTPOLIUTOB B KNETKaX
P3C)

= 15-20% - ppyrue remcopepr<awme 6enku
(uuToxpom, 3puTpobaacTbl, MMOrNobuUH,
KaTanasbl, He3penblie PeTUKYNouunTbl)

f57 MyShared




OcobeHHOCTU perynauumn bunmpybuHosoro
obmeHa y HOBOPOXAEHHbIX

1. MNosbiweHa ckopocTb 06pa3oBaHUA
6bunnpybuHa

&

** dusmnonornyeckas noamuuTeMmus.
7

“* KopoTKaa npoAo/mKUTENIbHOCTb }KU3HU

3pUTPpOoUUTOB, cogeprKawmx HbF (noteps
30-40% 3pUTpOLUUTOB).

Kataboaunuyeckasa HanpasBneHHOCTb 06meHa
BelLecTs, NpuBoAALWLAaA K 06pa3oBaHuio Bi

U3 HE3PUTPOLUTAPHBLIX UCTOYHUKOB
(MnornobumH, ne4yeHoOUYHbIN LUTOXPOM).

[ MyShared




OcobeHHOCTU perynaunmn bunmupybuHosoro
obmeHa y HOBOPOXXAEHHbIX

2. CHuXXeHa GYHKUMOHANbHAA CNOCOBHOCTL
neyeHu No BbiBeaeHUK bUanpybuHa

*»*CHUXXeH 3axBart Bi renatoumntom
*** CHUXKeHa 3KcKpeuusa Bi

*+* CHMYKeHa aKTUBHOCTb

2/11I0KypoHUnmparcgepasvl (IMP)u ppyrnx
depMeHTHbIX CUCTeM renaTouuToB

f57 MyShared




dusnonornyeckas xentyxa HoBOpOXXAeHHbIX

[ IpruyvHBL:
Ycunenue cemonuza pumpouyumoes
Boicokuu yposenv scmpocernos

CHuoicennas akmusnocms Y/ [D-
2NIIOKYPOHUIMPanchepasvl

4




OormosvH

nod BI/IJ'II/IBEP}J,VIH Kpoes
BEPLOIM

np,cm//ou 6unupybuH

HenpsiMou 6unupy6buH

lMe4yeHb

YOP-rntoKypoHnuI-

TpaHcdepasa
YO®-rnokypoHoBas Kucrorta \

Yoo MoHorntokypoHuz,
MoHo-, an-, TpUNppanb! 6Vlﬂ'y6VIHa
* UrnoKypoHug GunupybuHa
YpobunanHoreH

(XKen4Hbie nymu)

AvrniokypoHna 6gnupybuHa ToHkul
MtoKypoHoBas KMCM KUuWweYHUK
BunnpybuH

MesobunupyouH
+4H
YpobunuHoreH
YpobunmHoungsbl Tonemeli
CrepkobununHoreH Kuwe4yHuK

CTepKO6VhI/IH

O6mMeH GunMpyourHa Npu reMosIMTUYECKOMN XKernTyxe



[ emonuTnyeckasa xenTtyxa

IIpy4ynHbI:
llepenusanue necoemecmumou

Kpo8u .

Ompaenenue
2eMOAUMULECKUMU A0AMU

Hopmanexsst 3puTpoynT CepnoBHAHLSE IPHTPOLMT

Hecocmoamenvnocmo F
IPUMPOYUMAPHBIX MEMOPAH




BHYTPUCOCYAUCTLIM MEEMOSIN3

AHTuTena IgM

ApUTPOUUTLI
KoMnnemenTt

Makpodar BHYTPUKNETOYHbLIA TEMONU3

SpUTPOLUTLI PeuenTtopsl daroumTa daroumTo3

Puc. 47. BHYTPHCOCYAHCTRIH # BHYTPHKJIETOUYHBIH reMOAN3. Buympucocyoucmslil cemoaus aAgasemca osiem-
POl peaxkyuelt, ces3annol, Kak npasuio, ¢ abcopoyuelt na membpane spumpoyuma anmumen Kiacca IgM u
axkmueayuell cucmemMsl KOMIIEMeHMA. BHYMpPUriemounstit 2eM0au3 — npoyecc 0oCcmamoyHo MeQieHHblil, co-
HPOBONCOACCA CHAYATA A02e3uett Ha Ipumpoyumapnoi memopane 1gG, 3amem gazoyumosom «Mapruposait-

HBIX KACMOKY,



[emonuTnyeckasa 6051e3Hb HOBOPOXOEHHbIX

[MpnyrHa — HECOBMECTMMOCTb KPOBU MaTepn U
nnoaa no pasnuMyHbIM aHTUreHam

Ualle Bcero 3aboneBaHmne pa3BnBaeTCs Mnpu
HECOBMECTUMOCTU KPOBU MaTepu 1 nnoga ro
pe3yc-aHTureny (1 cnyyan Ha 200-250 ponos).
NPUYNHOWN reMOSTUTUYECKON DONE3HN MOXET
ObITb U HECOBMECTUMOCTb MO aHTUreHam
cuctembl ABO.

[emonuTmnyeckasi bonesHb HOBOPOXKAEHHbIX
BO3MOXHa Mpn HECOOTBETCTBMUN KPOBWU MaTEPU U
nnoga u no gpyrum aHtureHam: M, N, S, P nnu
cuctem JltotepaH (Lu), Jleeu (L), Kenn (Kell),

Atocpm (Fy) n ap.



[emonuTmnyeckasa bonesHb HOBOPOXOEHHDbIX

* TOKCU4YHOCTb DUNMMPYOUHA — CHUXKEHNE
CNocobHOCTN bunnpybmnHa cBA3bIBATLCS C
benkamu — Nerko NPoOHNKaET B TKaHU

* OnacHocTb nopaxeHusa LIHC —

cooepxxaHue bunupybuHa y OOHOWEHHbIX 0emeu

-306-340 MKMOrb/I, Yy HEOOHOWEHHbIX —
170-204 MKMOIb/I

OnpeneneHne No4acoBoro NpupocTa
Brr, = Bn

B, = ————— MKMOJb/,
H«_ — ”[



[lapeHXnMaTo3HbIN renaTuT

340poean neveHb




Cene3eHka, knemku P3C
rEvornosle oGl Ee®
EUNUBEPONH Kpoer
BEPOOIMOBWH > W
Henm 6unupybuH
npsiMEU 6unupy6buH
lMeyeHb

YO®-rntokypoHun-
TpaHcdepasa
YO®-rniokypoHOBas Kucnota

MoHo-, an-, Tpunup

——

YpobuamHoreH

T~ T\

Yoo MoHornoKypoHuag
Aol ounupybuHa

UrNIOKypoHug, GunnpyonHa

\ |

N

lMoyka

YpobunuHonapl

L ]
OurniokypoHua ounnpyouHa
miokypoHoBas KMCHM

(Ken4Hbie nymuy)

ToHKul
KUWeYyHUK

BunnpyouH

Me3sobunupy6buH
+4H
YpobunuHoreH

v

CrepkobunuHoreH

v

Toncmabiti
KUWeyYyHUK

~

YpobunuHoreH,

)6%I‘-IHI:I9 NrmeH
MeH OunnpyouHa

CTepKOGI/uv'IVIH

NpU NapeHXMMaTO3HOM XKenTyxe



Cene3eHka, knemku P3C
I'EvorJ'IOBVIH Fo6un Fe*

BEPLOMOBWH ——»-BWINBERIVIH

BUJIPYBU

Komnnekc
omnnpyobuH-anbbymMuH
np,q/vlola 6unupy6uH)

lMeyeHb

YO®-rniokypoHun-
TpaHcdepasa
YO®-rniokypoHoBasi Kucnota

MoHornKypoHua
onnnpybuHa

OurniokypoHug ounupyonHa

*

(XKenyHbie nymu)

ToHKuU
KUWeYHUK

Toncmebiii
KuweYyHUK

KXen4yHble NUrMmeRTbl
Ob6esBpexmBaHne cBobogHoro GunnpyburHa, ero KOHbLIraToB B NEYEHU

N nopeppaLlteHme XemnyHbiX MMrviedHToB B KniedyHuyke



doyHKLMOHanbHbIE
rmneponnmpyonHemmm

cuHgpom Kpurnepa-Haunapa 1 n 2 TMnos;
cuHapom XKnnbbepa;

cuHgpom MewuneHrpaxTa;

cuHapom [dabuHa-L[>KOHCOHA;

cuHgpom PoTtopa;

cuHapom Jlocu-dpuckonn;

cuHgpom AareHeca,;

cuHgpom bawunepa;

NepBUYHYIO rMnepounupybnHemumto.



CuHpgpom Kpurnepa-Hauapa | tuna

lTamozeHe3 — omcymcmeue akmueHocmu Y/®I'T.

CooepXaHne  HEKOHbKINMpoBaHHOrO  OunupybmHa B KPOBU  BblLle
200 mkmonb/n. HakonnenHne oOunupybrnHa B gdOpax Cceporo BellecTBa
FOfTOBHOro Mo3ra (Cyaoporu, onUCTOTOHYC, HUCTarmM 1 T.4).

MaHundectauma HacTynaeT B NepBble Yachl XU3HWU, NpUYem OosibHble Yalle
nornbatoT B Te4eHNE NepBOro roga Xm3Hu ot 94epHON XenTtyxu. MameHeHnn
nevyeHn (bMoXMMmMYeckux, rmcrtoriormdyecknx) He obHapyxmsatoT. [Npoba ¢
deHobapbuTanom He AaeT pesynbsrara

[MpumeHaT oToTepanmio, 0OMeHHbIE MNepenuBaHUs KpoBWU, anbbymuHa,
nrasmadoepes, TpaHCcnIaHTauno NeYeHn, reHHY NHXeHepUIo.

doToTepanuss (0o 16 4acoB B CYTKM) CNOCOOCTBYET paspyLLUEHUIO
bunnpyduHa B TkaHsx. OgHako gaxe npu xopowem addekte potoTepanmm
B TeYeHWEe NepBbIX OBYX AECATUNETUN XU3HM MOXET pasBUTbCSA AaepHas
Xentyxa. TpaHcnnaHTauusi nevyeHu npuHUUnmManbHO YIydwaeT MpPOrHo3
3aboneBaHus, T.K. cnocobCcTByeT HopMmanusaumn obmeHa bunmpybuHa.



CuHapom Kpurnepa-Haunapa |l tuna

TamoeceHe3 — CHU)XeHuUe aKmueHocmu
yOorT.

* [1pn cuHgpome Kpurnepa-Haunspa 2 tuna
MaHudecTauna HacTyrnaeT HECKOSbKO NMo3Xe —
B NMepBbIE MeCSILbI XXU3HW. [1posBeHnsa cXodHb!
Cc cuHagpomom 1 Tuna, HO MEHee TAXernble, T.K.
YOOI T npucyTCTBYET B renatountax, XoTs
aKTUBHOCTb €€ 3Ha4YnUTeNnbHO CHMXeHa. YPOBEHb
HEKOHBIOMMPOBAHHOIO OUNMPyonHa B KPOBU HE
pnocturaet 200 mkmonb/n. locTaTtovyHO

9 eKTUBHLI eHobapbuTan n doToTepanus.



CuHapom Xunbbepa

[Mpn cnngpome XXunbbepa HapyLweHbl 3axBaT, TPAHCNOPT U KOHbloraumd
onupyouHa.

HeQoCTaTOYHOCTb BMNMTpaHcrokasbl, OTBeYatoLen 3a 3axeaTt GunmpyourHa 13 KpoBu
N ero TPaHCNopT B renaToLuT;

nedonumnt Y- u Z-npoTeNHOB-NUraHaoB (oepMeHTa rmyTaTuoH-S-TpaHcdepasbl),
OTBEYaloLLNX 3a nepeHoc bBunnpydbmHa K MUKpOCOMaM;

nedonumt YOPI'T, obecnevnsatonm NnepeHOC rMOKYPOHOBOM KUCNOTbI K BUNupyounHy.

«BpoxgeHHbIn» BapmnaHT cnHgpoma Xunbbepa- KnnHn4eckme nposiBneHns
pa3suBatoTca B Bo3pacTte 12-30 net 6e3 npeawecTByoLWEro OCTpPOro BUPYCHOro
renatuTa,

CuHgpom XKunbbepa, KnMHMYecKkmne nNposiBfieHnsa KOTOPOoro MaHMecTupyroTca nocne
NepeHEeCcEeHHOro OCTPOro BUPYCHOro renatmTta - NocTrenaTtuTHas
rmnepbunupyodnHemus.

MoeT ObITb CBSI3aHa HE TOSTIbKO C MHULMALMEN KIMHNYECKUX MPOSIBIEHNN
reHeTnyeckoro gedekra (C UCTUHHbIM cnHapomMom XKunbbepa), HO N ¢ pa3BUTUEM
XPOHNYECKOro BUPYCHOro renaTtuta, 1.e. 60sibHble C NOCTrenaTUTHOW
rmnepbunupydbnHemuen TpebytoT TwaTtenbHOro HabnogeHNa U NpoBeaEHUS
andpepeHumansHOM anarHoCTUKn mexay cnHgpomom Xunbbepa n XpoHUYECKUM
BUPYCHbIM renatntom



CuHapom Xnnbbepa

Tpnaga KNMHNYECKNX NPOABIIEHNN:

«reyeHoYHas macka» (kentyxa),
KCaHTena3Mbl BEK,
NepnognyHOCTb CUMMTOMOB.

TUNUYHO yCUNEHUE XeNnTyxu rnocne MHGEKUUn, aMoLMOoHarIbHON U PU3NYECKON HarpysKku,
npuema aHabonnMyeckux CTepouaoB, [MOKOKOPTUKOMAOOB, aHAPOreHoB, pudamMnuumHa,
UMMEeTUAMHA, JeBOMULIETUHA, CTPEenTOMUUMHA, canuuunara HaTtpus, amMnuuumniuHa,
KobenHa, I3TUHUM-3CTpaguosa, napauertamosia, T.e. Mocrfie npuema Tex npenapartoB, B
mMeTabonname kotopbix yyacteyeT YOADPI T. XKenTyxa MOXET yCunmBaTbCs Nocne ronogaHus,
pPBOTbl. BONbHbIE YYBCTBUTENLHLI K X004y, Y HUX JIENKO BO3HUKAET «rycuHasa Koxa». Pegko
oOHapy>XnBaroT NUrMeHTauuo nuua, NMUrMeHTHble NATHa Ha Koxe. OBblYHbIMU ABMSOTCS

TSKECTb B npaBoM noapebepbe, AUCAENTUYECKME SBMNEHUSI, aCTEHO-BEretatuBHblE
pPacCTPOMCTBA..



A L | J "N~ 7N FRWART I ot e84 b U4 0 § 4 R w il FNviV s rvl'll\]'lvH'llvv, J L A

CHMXXEHMUE OCMOTUYECKON CTOMKOCTU SPUTPOLINTOB. YBENUYEHUE COAEpKaHUS
remorriobmHa B KPOBM CBA3bLIBAOT C €ro U30bITOMHbIM CUHTE30M nNpu
NOBLILLEHHOM YpPOBHE OUNMpybuHa B KpoBM U TKaHAX. [MnepbunupybunHemuns
He npeBblwaeTr 80-100 MKkMonb/N Cco 3HauMTeNnbHbIM  MpeobnagaHnem
HenpaMon dopakumn. Bo3MOXHO HebOonbLOoe HapyleHUe BblBEOEHUS
OpomMmcynbdanenHa, yBeENUYEHNE COOEpPXaHUS B KPOBU KULLEYHOW ppakuum
lenoydHon pocdratasbl. B psige cnyyaeB cuHapom Xunbbepa codyetaercs C
cuHgpomamu Mapdana, Snepca-aHno .

[Mpn cuHgpome Xunbbepa B 30% cny4vaeB noBblleH remorniobuH 6onee
160 r/n, y 15% naumMeHTOB BbIABNAETCA NErkum petukynouutos, y 12% —
CHWXXEeHNEe OCMOTUYECKON CTOMKOCTU SPUTPOLINTOB. YBENnYeHne cogepxaHus
remorriobnMHa B KPOBW CBSA3bIBAlOT C €ro U30bITOMHbIM CUHTE30M MNpU
NOBLILLEHHOM YPOBHE OUNMpyObmnHa B KPOBU N TKaHSAX. [MnepbunupyonHemums
He npesbiwaer 80-100 MkMonb/N  CO  3HauyMTeNbHbIM  NpeobnagaHnem
HenpsaMon dpakumn. Bo3MOXHO Hebornblwoe HapylweHune BbIBEAEHUS
bpomcynbanenHa, yBenmyeHne cogepxaHms B KPOBU KULLEYHOW bpaKunu
wernovyHon dpocdartasbl. B psage cnyvaes cnmHapom XKunbbepa covetaeTcd C
cnHgpomammn MapdaHa, Onepca-LaHno .



[narHoctuka cmHgpoma >Kmnnobepa

OrpaHuyeHne kanopumHoctn nuwm o 400 kkan/cyT vnu ronogaHne B TeyeHue [OBYX
CYTOK NPMBOAAT K YBENUYEHUIO NoKasaTens csobogHoro bunupybuHa B KpoBu.
BHyTpBeHHOe BBeaeHne 40 Mr HUKOTMHOBOM KUCMOTbl CMNOCOOCTBYET CHWMKEHUIO
OCMOTMYECKON CTOMKOCTU 3PUTPOLUTOB N YBENNYEHUNIO YPOBHS BunmpybnHa B KpoBMW.
[Mpuem deHobapbutana 3 Mr/kr/cyT B TedeHue 5 OHen MHULMUPYET CHMKEHWE YPOBHS
BunupybuHa B KpoBMU, T. K. Npenapar nHayunpyet aktuBHocTb YOPIT.

[MpuMeHsT Takke pudpamnmuuHoBbIM TecT: nocrne BeeaeHna 900 mr pudpamnuuunHa y
naumeHToB C cuHgpomom Xunbbepa ypoBeHb OunnpybuHa B KpPOBW 3HAYUTESBHO
NOBbILLAETCS.

Mopdosnornyeckn xapakTepHO HaKOMSeHMe MNbUIEBUOHOMO  30/10TUCTO-KOPUYHEBOIO
AMrMeHTa nunodpycunHa npenMyLecTBEHHO B LEHTPe Joriek. YcuneHHoe obpasoBaHue
nmnodoycumMHa cYMTatoT NpUCnocobUTENbHLIM MEXAHNU3MOM, T. K. 3TOT MUIMEHT ABNSAETCS
pesynesratoM peakumy ayTookcupgauum  mMmetannodraBonpoTenaoB M OOHUM U3
MCTOYHMKOB 3Heprumn B renatouunte. Kpome Toro, Npu ructosiorM4eckOM MUCCneaoBaHum y
20-24% 6o0nbHbIX OBOHapYXMBaltOT COMYTCTBYIOLWYIO MNaTONOrMI0 MEeYeHN pPasfnyHou
TSKECTW.



CuHopom MewuneHrpaxra

N3onnpoBaHHoe CHuXeHne aktnsHoctn YODI T, (a membpaHa
renaroumTta, B OTrn4me ot cnHgpoma XKunobepa, akTMBHO 5
y4YacTBYeT B 3axBaTe 6VIJ'II/I8y6I/IHa). pasHble CMHOPOMbI CO CXO4HOM
KITMHUYECKoM KapTuHou. OoLWmnmu ans aAByX CUHOAPOMOB SABNSOTCH
CHMXEeHWe ypoBHA bunnpyoduHa rnpu HasHa4eHn akTMBaTopOB
MUKpOCOMarbHbIX (PEPMEHTOB NeYeHn, Bo3pacT MaHudecTauuu,
NHTEPMUTTUPYIOLLNN XapaKTep XKeNTyxu, ypoBeHb dunnpyouHa B
KpoBu He boriee 80-100 mKkmonb/n 3a CHET HEKOHBIOMMPOBAHHOM
ppakummn, KNMHUYECKNE NPOSABIIEHUA B BUAE UKTEPUYHOCTU KOXN U
CN3UCTbIX, gncnerncun, acteHnn. Ho npu cnHgpome MenrneHrpaxra
NMEeET MECTO TOJIbKO JleyeHmne cxoaHo C neYyeHnemM cnHgpoma

Kunbbepa, apdektnBeH deHobapbuTan.



CuHppom [JabuHa-[>xoHCcoHa

lTamozeHe3 — HecocmosimesibHocmb AT®-3agucumMoll mpaHCNopMmMHoOU
cucmembl 2enamoyumoes (KaHasbuyee), B pesynsrate Yero yxyawaeTcsa TpaHCcnopT
6unNuMpybmnHa B XXenyb 1 aaxe passBmBaeTCs ero pedrtokc U3 renaTounToB B KPOBb
ggcgéna — 0,2-1,0%. KnnHnyeckne nposiBrieHnst 06bI4HO pa3BMBalOTCA Y MYXXUYUH

-30 ner.

KnnHuka - noctosiHHas xentyxa 6e3 3yaa unu (peako) ¢ Hebonbwum 3yaom, 6o5nm B
npaBoM nogpebepbe ¢ NEPUOANYECKMM YCUNEHMEM MO TUMY XKENYHbIX KOSUK,
BbIpa)XEHHbIMM OUCNENTUYECKUMN ABNEHNUSIMU, YTOMIISEMOCTbIO, MIIOXUM anneTUTOM,
cyodebpunutetom, renatomeranven. BosamoxxHa Takke cnrneHomeranus.

[unarHocTnka ocHoBaHa Ha BbISIBlIEHUN B KPOBWU KOHBbIOMMPOBaAHHOW U
HEKOHBLIOrMPOBaHHOM (3a CYET AEKOHbIoraumm u pedniokca ounmpyonHa B KpoBb)
rmnepdunmpydnHemmnn go 100 mkmons/n, B Mode — bunmpyomnHypmnn. Nokasarenu
LLernoyHon dgoocdatasbl 0O6bIMHO HE UBMEHEHLI. XapaKTepPeH NOABEM YPOBHS
6pomcynbdanenHa B KpOBKU Yepes 2 Yaca nocne BeeaeHus. Npu xoneumctorpadoum
TEeHb XXENYHOro Ny3bIps OTCYTCTBYET. YXyALWeHne, Kak NpaBuno, HacTynaeT Ha poHe
BepemMeHHOCTM unn Npuema nepoparnbHbIX KOHTPaLENTUBOB.

MaKpOCKOI'II/I‘-IeCKI/I B TKaHWM rnevYeHun onpegendarnTcd TeEMHbIE NATHA («IJJOKOJ'Ia,D,HaFI
nequb»), nosABJ1IEHNE KOTOPbIX CBA3bIBAOT C HApyWweHUnemM cekpeunn MeTabonuToB

TUpo3uHa, TpuntodpaHa, peHunanaHmHa. Mmkpockonmyecku BbISBNAOT
rpybbie 3epHa NnurmMmeHTa nNuMnogycumnHa, KoTopble HakannBatoTCs
NpenmMyLLeCcTBEHHO B LIeHTPe AOreK.

JleyeHune He paspaboTaHo, NPOrHO3 6raronpPUSTHLIN.



CuHapom PoTtopa

lTamozeHe3 - MOIbLKO ¢ HapyuweHue 3KCKpeuuu bunupybuHa (kak npu
cuHdpowme [JabuHa-[J>)KOHCOHa), HO U C HapyuleHuUe e20 3axeama
CUHycouOaJibHbIM IMOJIIOCOM 2ernamouyumoas.

Yalle pasBmBaeTcd y ManbinkoB B nybeptaTHOM nepuoge. KrnnHuka
cXxodHa C CMH%pOMOM Nabuvxa-[xoHcoHa. B kpoBu onpeaensercs
rmnepounmpybmnHemus 0o 100 mkmorsb/n (B paBHOW Mepe MOBbILEHbI
nokasaTenum NpsiMoro U HenpamMmoro ounupyouHa). Umetot mecTo
ounupyobunHypus; HapyLleHne nornoLeHns bpomcynbdanenHa neYeHbto, Ho
BTOPOM NUK KOHLIEHTPaLUWUK B KPOBWU, Kak npu cuHapome [abuHa-[>XxoHCoHa,
OTCYTCTBYET; Npu xoneumncrtorpadomm XendHbl Ny3blipb KOHTPACTUPYETCS.
[Tpn Guoncmmn nevyeHn HakonsieHne NUrmeHTa obHapyxmnsaroT peako, bonee
XapakTepHa MernkokanesnbHas Xuposasi AMcTpodusa renatounToB
NPENMYLLECTBEHHO MO XOA4Y XENYHbIX Kanunnsapos. JleyeHne He
pa3paboTaHo. [NporHo3 GnaronpuATHLIN.



CuHapom Jltocu-Opuckonn

—— peaKkuin BapuaHT HacrneacTBeHHOU runepounupyomnHemun.
3aboneBaHne MaHNdECTUPYET Yy AETEN B NepBble AHU XU3HU, HO
NNWb Y TEX, KOTOPbIE HAXOOATCA Ha FPYAHOM BCKapMIMBaHUMN.
Pa3BuBaeTcs BblpaXXeHHada runepbunmpybnHemMmmns, BO3MoXxHa
bunmpybumnHoBas aHuedanonatuda. HapyweHne KoHbloraumm
bunnpybmnHa obycrnosrneHo HanMYMeM B MOSIOKE MaTepu MHrnbunTopa

YO®I'T, noaToMy npekpalleHue rpyaHoro BCkapmnmBaHus NnpmMBoanT
K BbI34OPOBMNEHUIO



CuHpgpom AareHeca (HOpPBEXCKUN XonecTas)

[TpogasndeTca HapyLleHnemMm pyHKUMN nevYeHn BcneacTeme
rmnonnasnu ee NMMmdaTny4ecKknx CocygoB C pa3BUTMEM XorecTasa.
MaHudectaumns obbI4YHO HAcTynaeT B HeOHaTarbHOM NepUoae C
BO3MOXHbIMU peumansamMmn y B3pochnbiX. Bo3aMOXXHO
NHTEPMUTTUPYIOLLIEE TEYEHNE XENTYXN, CONPOoBOXAatoLLeecs
nedpmuntom BuTamMuHa E, Bcneacrtene KOTOPOro BO3HUKAKT
nereHepaTmBHble n3MeHeHusa LIHC.



CuHpgpom bawnnepa (3nokadecTBeHHbIN CEMENHbIV
xonecras)

B natoreHes3e nmeroT 3HavyeHne doopMmmpoBaHue
nepunopTanbHoro pubposa n nponmdepaumns XenyHbiX
MNPOTOKOB, 13-38 KOTOPbIX pa3BMBaETCA Xonecras.
KpanHe pegkuin BapmaHT reHeETUYECKN 00yCroBNEHHON
rmnepbunupybnHemmn. Pa3BnBaeTcst Ha NepBou Hegerne
XU3HN pebeHka. 3aboneBaHne NPoTeEKaAET C THXKENON
xentyxon (bunupybuH B kposu goctmraet 300 MKMonb/n
3a CYEeT NpsAMoro), renaTto- 1 cnrieHomeranuen. NporHos

HebnaronpuUATHbLIN.



[lepBunyHas
rmnepounnnmpyonHemums

[MpyymMHOM cuMTaOT NpeXaeBpeMEHHOE pa3pylUeHMe B KOCTHOM MO3re
He3penbiX  NPeAlecTBEHHUKOB  3pUTPOLMTOB, T.e.  HeadMEKTUBHbLIN
aputponoas. OueHb peakoe 3aboneBaHWe, CBA3aHHOE C  U3DObITOYHLIM
obpasoBaHMeEM paHO MeYeHHoro 6unupybuHa B KOCTHOM Mo3re. B
nepndepnyeckon KpoBu paspyLLUEHME IPUTPOLMUTOB MNPOUCXOAUT C OObIYHOM

CKOPOCTbHO. KnuHnyeckn 3aboneBaHune npodAaBnaeTcA KOMMNEHCUPOBAHHbLIM
remMosrin3om.



MeToabl onpeneneHna ounmpybunHa

« KONOpUMETPUYECKM C Ana3opeakTUBOM (a1
pa3pyLUeHNUa CBA3N C anbOyMNUHOM —
KO(PENHOBLIN peakTunB)

* [lpamas KkonopmmeTpugd
* Upe3KoXXHbI HEMHBa3UBHbLIN METOA



Mapkepbl nopaxXeHnsa NevYeHun

* AHOQMKaToOpbI LUTONUN3A

-noebiWeHuUe akmueHocmu
gpepmMeHmMos:

anaHMHaMnHoTpaHcdepasbl
acnaptataMmMHoOTpaHcdepasbl
copouTonaernaporeHasbl
raMmma-rnytamumnTpaHcrnenTuaasbl



Mapkepbl nopaxXeHnsa NevYeHun

* AHOnKaTOpPbLI
Me3eHXUManbHOro BocnaneHus

uU3MeHeHuUe cuHme3a b6esikos

- CHWXKeHUue cogepxaHma anboyMmmMHOB

- MOBbIWEHNe coaepXaHua y-
rmooyrnuHoB

- U3MEeHeHue ocaao4HbIX Npob



Mapkepbl nopaxXeHnsa NevYeHun

* AHAMKaTOpPbI XonecTta3sa

rnoebiweHuUe akmueHocmu ¢ghepMeHmMoas:

LLileniodHon doocdpaTassbl
5'-HyKneoTnaasbl
NenumHammnHonenTuaasbl

rnosbiweHue coodep)kaHusi bunupybuHa



Mapkepbl nopaxXeHnsa NevYeHun

* AHAMKaTOpbI Ne4YeHOYHON
Hea4oOCTaTOYHOCTU

— CHUXeHue 8bioeriumeribHoU QyHKUUU
— HapyweHue cuHme3a berkos
— HapyweHue cuHme3sa ripoKoaz2yrnsaHmoas

— HapyweHue obpa3zosaHus
xoriecmepuHa u e2o aghupos

— HapyweHue obe3spexxusaHuss ammuaka



®EPMEHTHI IEYEHHA

1. DKCKpETOPHBIE (ePMEHTHI o, JAIL y-I'T

2. CexpeTopHsle ()epMEHTEL X9, JIAT

3. MnpuxaTopHbIe (DepMEHTHI
| ACT, AJIT, JIAT, T
a. IIUTOIUIa3MATUYECKIE (DEPMEHTBI

(= YHUJIOKYJIAPHBIE) AJIT, y-T'T, JUIT
0. METOXOHIpHAIbHBIE (DEPMEHTHI ‘

(= YHUIIOKYJISPHBIE) it

B. MUTOXOHIPUAJIEHO- ACT
IIUTOIIA3MATHYCCKUE

(=OUIOKYISAPHBIC)




Kom6uHaymm pesynsTatos nNpoCTbIX TECTOB OUEHKMN PYHKLMM NEYEHN
npy paaHbix 3a60/1eBaHNSX NEYEHU

CocrosHue Octpbii  XpoHuyecku  XpoHuyeckuit  Luppo3 Xonecras Onyxonu
renatur aKTUBHbIN yCTOAYUBLINA "

Tecr renaTtur renarur UHOUNLTPATI
Bunupybun N-11 N-1 N N-1 I N
TpaHcaMUHa3bl 11 1 t N-1 N-1 N-1
lllenoyHas

¢docdarasa N-1 N? N N-11 1t 1"
Anb6ymuH N N-| N N-| N N-|
y-obynuHbl N ! 1 t N N
MpoTpombu-

HOBOE BPEMS N-t' N-1 N N-1' N-13 N

Mpumeyanme. CTeneHs U3MEHEHUA 3aBUCHT OT TAXECTM NOPAXEHMA NEYEHU Y Er0 BAUSHUA HA GYHKUMIO NEYeHN.
' He KOppEKTUPYETCA NapeHTepanbHbIM BBEAEHWEM BUTaMUHA K.

2 KoppeKTvpyeTCa NapeHTepanbHbiM BBEAEHNEM BUTaMHa K.

3 MoxeT ysenuumsaTuCa NPW HANM4YUM LMPPO3a.



JlekapcTBEHHOE NMopaXxeHne
neyeHu

e DaKTOpPbI pUCKa
- FEHEeTMYEeCcKas npeanpacrnonoXXeHHOCTb
- OEpEMEHHOCTb
- MOXXUIOW BO3pacT
- 3noynoTpeodrieHne ankorosnem

- B3aUMOOENCTBUE HECKOIbKUX
NeKapCTBEHHbIX BELLECTB

- A03a N OAJINTEJIbHOCTb NnpmeMa



JlekapcTBEHHOE NMopaXxeHne
MNe4eH
* MexaHU3M NopaxeHUs NevYeHwu

- MPAMOE TOKCNHECKOE OENCTBUE Ha KINETKA
NnevyeHu

- TOKCUYecKkoe aencTteme MetTabonmnToB
fleKapCTBEHHbIX CPEACTB

- UMMYHOarsreprmi4eckme nopaxxKeHnd nev4eHu



PopMbl MeANKAMEHTO3HOWN
NaToryIorMn NeYeHun

* /I3onnpoBaHHOE MoBbLILLEHNE YPOBHS
aMUHOTpaHcdepas

» [enaTnT, NpoTeKaloLLMN C XKENTYXOU

* [lceBooxupyprnyeckne opmeol
renatuTa

* Takenble opMbl renaTtuTa
* XPOHNYECKUN renaTuT



Kputepuu anarHocTuku
MeANKaMEeHTO3HbIX renaTuToB

XPOHOMNOrma BO3HMKHOBEHUA OCIOXHEHUI

Perpecc KnmHn4eckom CMMNToOMaTuKM nocre
OTMEHbI ie4yeHuns

PeunamB ocnoXHeHUs nocre noBTOPHOro
BBeAEeHUs npenapara

OTcyTCcTBME OPYron BO3MOXHOW 3TUOSOIMU

PesynbraTtbl NabopaTOpHO-MHCTPYMEHTaNbHbIX
nccriegoBaHumn






