[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
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OYHKLUN NMeYeHn

e MeTaboONMM3amMm KCEHOOUMOTUKOB
* Peakunun KOHbOraumm

= C 2/1IKYypOHO8OU Kucriomou

- C CepHou Kucriomou
- ¢ auemursn-KoA

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



Monekynbl, y4acTBylOLWMUE B peaKkLuMAaX KOHbIOraumm

NHQ COOH 0

' .
\\_ /'{\‘

| " AN
) \‘-—/ ~P-OH OAN’/
i |

a 72 !

HO OH
3’-cbochoaneHo3nn-5 ’-gpocgocynbdar YpMp,MH,u,McboccbaTrn+0Kyp0HOBas=|
(PADPC) kncnota (YOAPIK)



OYHKLNN NMeYeHn

» ODEe3BPEXMBAHMNE TOKCUYECKHX
coeaANHEHNN

- dMMHWaAKa

- NPOAYKTOB «THUEHUA» aMUHOKUCIIOT B
KWW EYHUNKE

- bunnpyobuHa



PACNAL N’EEMOINMOBUHA
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CeneseHka, kKnnemku P3C
FEVOFJ'IOBI/IH Fro6un Fe* —
BEPOOIMOBWH »EVIBEPOVIH "
5 N\ fpsmou 6unupybuH
Komnnekc
omnnpyobuH-anboymMuH
samdli 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
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CeneseHka, kKnnemku P3C
FEVOFJ'IOBI/IH Fro6un Fe* —
BEPOOIMOBWH »EVIBEPOVIH "
5 N\ fpsmou 6unupybuH
Komnnekc
omnnpyobuH-anboymMuH
samdli 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



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




[ 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,



OormosvH

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

np,cm//ou 6unupybuH

HenpsiMou 6unupy6buH

lMe4yeHb

YO®-rnoKypoHnuI-

TpaHcdepasa
YO®-rnokypoHoBas Kucrorta \

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

(XKen4Hbie nymu)

AvrniokypoHna 6gnupybuHa ToHkul
MioKypoHoBas KMCM KUuWweYHUK
BunnpybuH

MesobunupyouH
+4H
YpobunuHoreH
YpobunmHoungsbl Tonemeli
CrepkobunuHoreH Kuwe4yHuK

CTepKO6VhI/IH

O6mMeH GunMpyourHa Npu reMosIMTUYECKOMN XKernTyxe



[emonuTnyeckasa 6051e3Hb HOBOPOXOEHHbIX

* [MpnynHa — HECOBMECTUMOCTb KPOBU MaTepu u
nnoaa rno pasfnnyHbIM aHTUreHam, UMerLLIMMCS
B KPOBW Yy nocregHero (Hacnegyetcs ot oTua) u
OTCYTCTBYIOLLMM B KPOBU MaTepU

* Yaule Bcero saboneBaHne pa3BmuBaeTCcs npu
HEeCOBMECTUMOCTM KPOBU MaTepU U nnoga rno
Plesyc-aHtmreHy (1 cnyyan Ha 200-250 pogos).

PUYNHON rEeMOSTUTUYECKON DOMNE3HN MOXET
ObITb U HECOBMECTUMOCTb MO aHTUreHam
cuctembl ABO.

* [emonuTnyeckasi bonesHb HOBOPOXKAEHHbIX
BO3MOXHa NMpuv HECOOTBETCTBUUN KPOBU MaTEPU U
nnoga v no gpyrum aHtureHam: M, N, S, P



[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 Kucnorta

MoHo-, an-, Tpunup

——

YpobuamHoreH

T~ T\

Yoo MoHornoKypoHmug
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

NpPU NapeHXMMaTO3HOM XKenTyxe



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

BEPLOMOBWH ——»-BWINBERIVIH

BUJIPYBU

Komnnekc
OmnnpyobuH-anb6ymMuH
np,q/vlola 6unupy6uH)

lMeyeHb

YO®-rniokypoHun-
TpaHcdepasa
YO®-rntokypoHoBasi Kucnota

MoHornKypoHua
onnnpyburHa

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

lTamoz2eHe3 — omcymcmeue akmueHocmu Y/®IT.

CooepXaHne  HEKOHbKINMpoBaHHOrO  OunupybmHa B KPOBU  BblLe
200 mkmonb/n. HakonneHne OunupybnHa B sapax Ceporo BeLlecTBa
rofIOBHOro mMo3ra (Cygoporun, onUCTOTOHYC, HUCTarm U 1.4). Manudecraums
HacTynaeT B MepBble 4Yacbl XU3HW, NpuyemM OOonbHble 4Yaule norndarT B
TeYeHMe MNepBOro roga Xu3HM OT AdepHon Xentyxu. smeHeHnn nedveHu
(buoxmMmMmyecknx, rucTonorndecknx) He obHapyxuatoT. [lpoba c
deHobapbutanom He paer pesynsrata (deHobapbutan wuHAyuMpyet
aktTuBHocTb YO®PI'T, HO B CBA3WM C OTCYTCTBMEM 3TOro pepmMmeHTa npu
OaHHOM cuUHOPOME npenapat HEe MMEET TOYKU NpunoxeHusa). MNpumeHsoT
doToTepanuto,  KpOBOMYCKaHUs,  OOMEHHbLIE  MNepenuBaHuUs  KPOBM,
anbbymMunHa, nnasmadpepes, TpaHCnnaHTaumio neYeHn, reHHY UHXEHEPUIO.
doToTepanusa (4o 164acoB B CYTKM) CNOCOBCTBYET paspyLUEHUIO
bunmpybuHa B TKaHAXx. OgHako gaxe npu xopowem apdekte potoTepanmm
B TeYeHWe NepBbiX OBYX OECATUNETUN XU3HM MOXET pas3BUTbCA daepHasd
Xentyxa. TpaHcnnaHTauus rneyvyeHn MpUHUUNManbHO YIydlwaeT MpPOorHos
3aboneBaHus, T.K. cnocoBCTBYET HOpManusaumn obmeHa ounmpybuHa.



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

[MTpn cuHapome XKunbbepa HapyLweHbl 3axBaT, TPAHCMOPT U KOHbIOrauus
bunupyouHa.

He4OCTaTOMHOCTb BUNUTpaHCnoKasbl, OTBeYalLLen 3a 3axsart ounmpybmHa
N3 KPOBU U €ro TPaHCNOPT B renaTtouuT;

aepuumnt Y- n Z-npoTenHoB-nmraHaoB (doepmMeHTa rnyTaTtuoH-S-
TpaHcgepasbl), oTBEYaAOLWMX 3a NnepeHoc bunupybuHa K MUKpocoMam;

gecbmu,m YOOI'T, obecneunBaomn nepeHoc rroKypPpoHOBOM KUCIOTbI K
NIMpyouHy.

Pasnunuyatot «BpoXaeHHbIY BapnaHT cuHgpoma Xunebepa, korga
KITMHUYECKME MPOosIBIIEHUSA pa3BuBatoTcs B Bodpacte 12-30 net 6es
NpeaLwecTBYOLLErO OCTPOro BUPYCHOro renaTtuTta, 1 cnHapom XKunobepa,
KITMHUYECKME MPOSIBIIEHMUSA KOTOPOro MaHUecTupyoTcs nocne
NepeHeCceHHOro OCTPOro BUPYCHOro rernatuTa - nocTrenatnTHas
runepbunupydbuHemus. Npuvem, oHa MOXET ObITb CBA3aHa He TOMbKO C
NHULUMaAUMEN KITUHUYECKUX MPOSIBIEHNN reHeTUYeCcKoro gedekTra (c
NCTUHHBLIM cnHapomMoMm XKunbbepa), HO 1 ¢ pasBUTUEM XPOHNYECKOIO
BUPYCHOrO renaTtuTa, T.€. 00JibHble C NOCTrenaTUuTHOM
rmnepounnmpybnHemmen TpedyroT TWwaTenbHOro HabnaeHUs N NpoBeaeHns
anddepeHUnansHON ANarHOCTUKN Mexay cuHapomMmom Xunbbepa u
XPOHNYECKMM BUPYCHBIM renatntom



CuHapom Xnnbbepa

«nevyeHo4YHasi Macka» (kentyxa),

KCaHTenasmbl BeK,

nepnoanyHOCTb CUMMNTOMOB.

TUNNYHO ycuneHune Xentyxu nocne UHgeKUMn, aMoUnoHanbLHOU U PU3NYECKOU Harpysku,
npuema aHabonnyecknx cTepounaoB, [IHOKOKOPTUKOMOOB, aHOpPOreHoB, pudamMnuumHa,
UMMETUONHA, NEeBOMULETUHA, CTPEenTOMULUMHA, canuuunata HaTtpusa, amMnuuuiminHa,
KogoenHa, STUHWUI-3CTpaguona, napaderamona, T.e. Mocne npuema Tex npenapartos, B
meTabonname KoTopbix yyacTeyeT YOADI T,

Kpome Toro, xentyxa MOXET yCUInBaTbCA Nocne roriogaHuns, peoThl.

BonbHbIe YyBCTBUTESbHBI K X004y, Y HUX JIENKO BO3HMKAET «FYCUHAA KoXa.

OB6bIYHLIMKU SABNAITCA TSXKECTb B NpaBoM noapebepbe, ancnentuyeckme ABneHuns, acTeHo-
BeretaTtuBHbIE PacCTPONCTBA.

[oBbIlWEHNE YPOBHA HEKOHBIONMPOBAHHOIO BUNUPYOMHA NPMBOAUMNO TakKKe K NnepecTpounke
MOTUBALMOHHON CAoepbl, CONPOBOXAABLUENCS MNOBbILLEHHBIM YPOBHEM TPEBOXHOCTU, YTO
cnocobCcTBOBaNo pPasBUTMIO aCTEHNYECKOro CUHApOMa.



CHMXEeHne oCMOTUYECKON CTOUKOCTU SPUTPOLNTOB.

YBenuueHue cogepxaHmsa remornoburHa B KpOBU CBSA3bIBAKOT C €ro N30bITOYHbLIM
CUHTE30M MNP NOBbILLEHHOM YPOBHE DUNMpyOnHa B KPOBU U TKaHSAX.
[MnepounnpydonHemma He npesbiwaer 80-100 MKMOSb/N CO 3HAYUTESbHLIM
npeobnagaHnemM HenpsiMon pakumu.

BoamoxHO  Hebonblioe  HapyweHue  BbiBedeHUsa  BpomcynbdaneunHa,
yBennyeHne coaepXaHus B KPOBU KULLEYHOM dopaKkuum wenovyHon gocdarasbi.

B page cnyyaes CVIHJJ,%OM )Kvmb6epa COYETAETCHA C cCUHOpPOMamMu Ma% aHa,
XKunbbepa B 30% crnyyaeB NOBbIWEH remMornobuH dornee

160 r/n, 'y 15% naumeHTOB BbISABNSAETCA MNErkun petukynoumutos, y 12% —
CHMXXEHME OCMOTUYECKON CTONKOCTN 3PUTPOLINTOB.

YBenuueHne cogepxaHuma remorrnobnHa B KpPOBM  CBA3bIBAKOT C  €ro
N30bITOYHLIM CUMHTE30M MpPU MOBbLILLEHHOM YPOBHE OUNMpPyOMHa B KPOBU U
TKaHSIX.

[MnepounnpydbmnHemma He npesBbiwaeT 80-100 MKMOSMb/N CO 3HAYUTESTbHbBIM
npeobnagaHnem HenpsamMon pakuunm.

Bo3amMoXxHO Hebonbwoe HapyweHue BbiBegeHus  bpomcyrnbdaneunHa,
yBenunyeHne CcoaepxaHmsa B KPOBU  KULLIEYHOM ppakumn  LWenoYyHOU
doocdaTasbl.

B psane cnyyaeB cuHgpom Xunbbepa codvetaerca ¢ cuHgpomammn MapdaHa,
anepca-AanHno .



[narHoctuka cmHgpoma >Kmnnobepa

OrpaHnyeHue kanopunHocty nuwm go 400 kkan/cyT nnu ronogaHne B TeMeHne ABYX CYyTOK NPUBOOAT K
yBenuyeHuto nokasarens csobogHoro ounupybuHa B KpoBu.

BHyTpmBeHHOe BBegeHve 40 Mr HUMKOTMHOBOW KUCMOTbl CMNOCOBCTBYET CHWMXKEHUID OCMOTUYECKOM
CTOMKOCTU 3PUTPOLMTOB M YBEMNYEHUIO YPOBHS BmnupybuHa B KpoBW.

Mpuem dpeHobapbuTana 3 Mr/kr/cyT B TedeHne 5 gHen MHULMUPYET CHUXKEHME ypOoBHSA bunupybuHa B
KPOBW, T. K. NnpenapaT nHayumpyet aktmBHocTb YOOI T.

MpumeHaT Takke pudamnuuuHoBbIM TecT: nocne seegeHna 900 Mr pudamnuumHa y naumeHToB C
cnHgpomom XKunobepa ypoBeHb 6unnpybuHa B KpOBM 3HAYNTESNBHO MOBLILLAETCA.

Mopdoonormyeckn xapakTepHO HakonsfieHne nblIeBUOHOMO  30M10TUCTO-KOPUYHEBOIO  MUIMEHTa
nunodycumHa NpenMyLEeCTBEHHO B LIEHTPE Aonek. YcuneHHoe obpasoBaHne nunodycumHa cumTatoT
NPUCNOCOBUTESNbHBIM ~ MEXaHM3MOM, T. K. 9TOT MUIMEHT SBNSETCA pe3ynbraToM  peakuuu
ayTookcmgaumn metannodrnaBonpoTenaoB U OOHUM U3 UCTOYHUKOB dHepruu B renartoumte. Kpome
TOro, Npu rucronormyeckom wuccnegoBaHmm y 20-24% 60nbHLIX OOHapPYXXMBAKT COMYTCTBYHOLLYHO
NaToNorm NEYEHN PasrmMyYHON TSHXKECTN.



CuHopom MewuneHrpaxra

N3onnpoBaHHoe CHuXeHne aktnsHoctn YODI T, (a membpaHa
renaroumTta, B OTrn4me ot cnHgpoma XKunobepa, akTMBHO
y4dacTBYET B 3axBaTe bunmpybuHa). pasHble CUHOPOMbI CO CXO4HOW
KITMHNYECKOW KapTUHOMN.

Obwnmmn onsa AByX CUHOPOMOB SIBMSIOTCS CHUXEHNE YPOBHS
ounnpydbmnHa npy HazHa4YEHMN aKTUBATOPOB MUKPOCOMAIIbHbIX
doepMeHTOB Nne4vyeHun, Bo3pacT MaHngecTaunm, UHTEPMUTTUPYHOLLNU
XapakTep XenTtyxu, ypoBeHb bunmpybumHa B KpoBu He bonee

80-100 MKMONb/n 3a CHET HEKOHBLIOTMPOBAHHOM dopaKkLnN,
KITMHUYECKNE NPOSABIIEHNA B BUOE UKTEPUYHOCTU KOXN U CNIU3UCTDIX,
ancrnencuu, acTeHUm.

Ho npu cnHgpome MenneHrpaxrta MMeeT MEeCTO TONbKO CHUXEHUE
aktmBHocTn YO®PI T. JleyeHne cxogHO C nevyeHnem cnHapoma

Kunbbepa, apdekTnBeH beHobapbutan.



CuHppom [JabuHa-[>xoHCcoHa

lTamozeHe3 — HecocmosimesibHocmb AT®-3agucumMoll mpaHCNopMmMHoOU
cucmembi 2enamoyumoas (KaHasibyee), B pesynsrate Yero yxyawaeTcsa TpaHCnopT
6unNuMpybmnHa B XXenyb 1 aaxe passBuBaeTCs 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.

MaKpOCKOMMYECKN B TKAHW NeYEHN onpeaensatTca TEMHbIe NATHA («LWoKonagHas
NeYeHby ), NOsIBNIEHNE KOTOPbIX CBA3bIBAKOT C HApyLlEHNEM CeKpeLnn MetabonnTos
TUpO3uHa, TpunTodaHa, heHnnanaHmHa. MnMkpocKkonnyeckn BoISIBASIOT rpyoble
3epHa nurMeHTa nunodycumHa, KOTopble HakanmnmeakTCs NPeUMyLLECTBEHHO B
LEeHTpe OOSIEK.

JleuyeHune He paspaboTaHo, NPOrHo3 6raronpPUATHBLIN.



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 HanM4YMeM B MOSIOKE MaTepu NHrmbmnTopa

YO®I'T, noaToMy npekpalleHue rpyaHoro BCkapmnmBaHus NnpmMeBoanT
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.



CuHppom 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.



CocTaB Xenyin

CeKpeT renatounToB NpeacTtasnsgeT cobon 30M0TUCTYHO XUOKOCTb,
NOYTU N3OTOHUYHYIO Mra3me KpoBu, ee pH paseH 7,8-8,6. CyTo4Has
cekpeumnsa xendu y Yenoseka coctasngaet 0,5-1,0 n. XXenub
coaepxunt 97,5% Boabl 1 2,5% cyxoro octaTka.

CocTaBHbIMU €€ YaCTAMU SABMSAIOTCS XKEN4YHble KUCMOTbI, XeN4YHble
MUIMEHTbI, XONIECTEPUH, HEOPraHNUYeCcKne Conu (HaTpusi, Kanus,
Kanbums, marHma, doocdatbl, Xeneso n cregbl Mmean).

B xenuun cogepartcs XXUPHbIE KACIMOTbI N HEUTPAaribHbIE XXUPHI,
NeunTuH, Mbifnia, MOYEBUHA, MOYeBas Kucrnota, ButamuHel A,B,C,
HeKoTopble depMeHThI (amunnasa, pocarasa, npoTeasa, Katanasa,
okcumgasa), aMMHOKUCNOThI, rMukonpotenabl. KauectBeHHOE
cBoeobpasune Xenum onpenenstoT ee OCHOBHbIE KOMMOHEHTHI:
XXEN4YHbI€ KUCMNOTHI, XXENMYHble MUITMEHTbLI N XONECTEPUH.



CocTaB xen4ywu

B renatoumTax u3 xonectepmHa obpasytoTca xonesas u
XeHOOEe30KCcMXoneBas KUCMOThl (MepBUYHbIE XEN4YHbIe KUCIOThI).
CoeaunHAACh B neYeHn ¢ aMMHOKMUCNOTaMy MMULIMHOM UK
TaypuHOM, 00€e 3T1 KMCINOTbI BblAENATCA B BUAE HAaTPUEBOW COMnu
TaypOoXoneBoWn KACMNOTbl. B AncTanbHOM OTAerie TOHKOM KULLIKK
okos1o 20% NepBUYHbIX KEMYHbIX KUCMOT NpeBpaLlarTcs nos
AencTenem bakrepuanbHoOM riopbl BO BTOPUYHbIE XeNn4Hble
KUCMOTbl — [E30KCUXONEeBYIO N NMNTOXOMNEBY. 34eCh XXe NPUMepHo
90-85% Xen4HbIX KNCIOT akTUBHO peabcopbupytotcs,
BO3BpaLLlatoTca No noprasibHbIM COCyAaM K NeYeHn 1 BKIo4aloTca B
coctaB xen4n. OctanbHble 10- 15% Ken4HbIX KUCMNOT, CBA3aHHbIX, B
OCHOBHOM, C HernepeBapeHHOW NuLLen, BbIBOAATCA U3 OpraHnM3ma, a
UX yObINb BOCNOJMHAETCA renatoumMTamMu.



CoCTaB IICYECHOYHOM M Iy3BIPHOM KEIIYH

Bona

Kemynslie conu
bunupyOoun
Xonectepou
JKupHbIe KUCITIOTHI
JleTnun

Na*

K+

C a++

HCO,-

97.5 T'/nn
1.1 r/nn
0.04 r/nn

0.1 r/mn
0.12 r/an
0.04 r/an
145 Mmonb/n
5 MMOJIB/T

5 MMOJIB/T
100 mMoutb/11

28 MMOJIB/1

92 r/an

6 r/an

0.3 r/an
0.3-0.9 /o
0.3-1.2 t/an
0.3 /o

130 mmoub/n
12 Mmmonb/n
23 MMOJIB/N
25 MMOJIB/N

10 MMoOJTB/TT



>KenyHokameHHasa bonesHb

B o6bpa3oBaHun KaMHen BUHOBaThbI AiBa OCHOBHbIX (haKTopa: 3aCToM Xenuu
B XXeNTYHOM Mny3blpe U NOBbIWEHNEe KOHLEeHTpaLmM conen B Xesvum us-3a
HapylweHnss oomeHa BeLlecTB.

CnpoBouupoBaTb BO3HUKHOBEHUE XeNM4YHOKaMeHHOU 60se3Hn MOryT:
nepeegaHue, ronogaHne, HeEPErynsapHoe nuTaHue;

MarnonoaBuXHbIN 00pa3s Xn3Hu, oCOBEHHO cnasyas paborTa;
6epeMeHHOCTb;

NpUemM ropMOoHarnbHbIX KOHTPaLENTUBOB,

OXUPEHNE;

ONCKNHE3NS XKEMYHbIX NYTEN;

3aboneBaHus NogXKenyao4HON Xenesbl.

YTo nponcxoaut?

O6pa3oBaHMe KaMHEeWU B XXeJTYHOM nysblge npoucxoauT B pe3ysnbraTte
oCaXAeHMUA NNOTHbIX YacTU4eK Xen4yu. bonblwasa YyacTb KaMHen COCTOUT

U3 XorectepuHa, ounupybuHa (nMrmeHTa xxen4uu) u coneu Kanbums. OHK
MeLarT HOpMarbHOWN paboTe XXen4YyHOro ny3bIpsA, CryXallero pesepByapom
Xenuu.




MeToabl onpeneneHna ounmpybunHa

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

* [lpamas KkonopmmeTpugd
* Upe3KoXXHbI HEMHBa3UBHbLIN METOA






