Cunapom Haunspa-
Kpurnepa

Cunapom Xunbbepa



onnnupyouH

Bunupy6uH (ot nar. bilis — xénub u nat. ruber — KpacH.LIN) — OAUH
U3 XENYHBIX MUrMeHTOB

BunupybuH ssnsetca oAHUM U3 NPOMEXYTOYHLIX NMPOAYKTOB
pacnaaa remornobuHa, NpoUCXoasiuero B Makpogarax cene3eHku,
neYyeHU U KOCTHOM Mo3re

KOHLIeHTpaLua y 340poBoro Yyenoseka 3,4 — 22,2 MKkmonb/n

bunupy6buH cnabopacteopum B BoAe, B Nnasme 6UNUpy6uH nepsmnyHo
NOABNACTCS B HEKOHBFOrMPOBAHHOW POpPME, CBA3GHHLIN C anNbbyMUHOM -
Henpamou, csoboaHbIN 6UNUPY6UH.

HeKkOHBHOrMpOBAHHLIN 6UNUPYOUH He MOXeT NMPOHUKHYTb Yepe3 NoYedHbIN
bapbep. B neveHu npoucxoamnt nepexon bunupybuHa ot anbbymuHa Ha
CUHYCOUAANbHYHO NOBEPXHOCTbL renatoumTos. B KneTkax neveHu
Henpamou bunmpybuH noasepraeTca 3H3IMMATUUYECKOU KOHDbHOraumm ¢
rJIFOKYpOHOBOW KMCIOTOM 1 NpeepalaeTcs B 6unampybuHmoHo- u 3
6UNUPYBUHANTIFOKOPOHUA, ~-KOHBFOFUPOBAHHLIA, MNPAMOM, CBA3GHHBIN
6unupy6uH. KoHbHorMpoeaHHLIN 6UnNMpybuH BOAOPACTBOPUM, OH
MOCTYNaeT C Xenublo B XesTYHbIW My3bIpb UM HeNOCPeACTBEHHO B
KULWEYHUK. 3aecb bUnupybuH TepseT riFoKypoHOBYHO KUCOTY U
BOCCTAHABNIMUBAETCA,



XXenTtyxa unv KTepuYHOCTb,0CHOBHbIN
NpuU3HaK NOBbILLEHUA YPOBHA OMnNMpyomnHa B
KpoBU >30MKMOJb/ N

[0 ObycnosreHHast 06CTPYKLUMEN KENMUYHbIX
nyTeWn -rnoorie4eHo4YHas,

[0 OObycrioBrneHHasi nopakeHNem
napeHXnMbl MNEYEHM -
Me4YeHOYHOKITEeTOYHAaS;

[ 'emonutnyeckasa -Hagne4dyeHo4YHas.



[eMonuTuyeckas xenTtyxa xapakrepmayeTcs Ype3MmepHbIM
obpasoBaHMEM HEKOHBIOMMPOBaAHHOIO bunupybunHa, nmbo ero

3alep>XKon B opraHn3mMe rnpu HopmasribHOM BbiBegeHUU. B moye
xe

BUNMpyodunH OTCYTCTBYET, TaK Kak HEKOHBIOTMPOBAHHbLIN
GUnpyouH He

NpPOXO4AUT Yepes HenoBpeXaeHHbIN NoYeYHbIN PUnsTp.

[MoBbILLEHHbI YPOBEHb HEKOHBIOTMPOBAHHOIO 6UNUpPyonHa B

CbIBOPOTKE KpOBM HabrtogaeTcs npu HapyLueHnm ero
meTabonuama, B

YaCTHOCTMW, Npun HacsieacrtBeHHOM HapyLlueHN NnornoLeHnd u

TpaHcnopTa Xen4yHbIX MMrMeHToB -cuHAapoM Xunbbepa. Mnu
Xe npu

apyrov dpopme HacnencTBeHHOU BPOXXOEeHHOM
rmnepounmpyonHemMmmnm

aBnsieTcd oone3Hb Kpurnepa-Hauspa, npu kotopou
3HAYNUTENBLHO

yBeEJINYEH YPOBEHb HEKOHBHOIMPOBAHHOIO 61/|J'||/|py6|/|Ha



CuHapom Hausapa-Kpurnepa



e Cungpom Kpurnepa — Hansipa — spoxaéas
HaclieaCTBEeHHaA 3J/10Ka4eCTBEHHAA HEKOHbIOINMpPoOBaHHAA

rmneponnnpybnHeMmnsl, xapakTepmsayroLLasCs XXeNTYXon U TSXKENbIM
nopaxeHnem HePBHOW CUCTEMDI.

« Tun HacnegoBaHMA ayTOCOMHO-PELIECCUBHBIN.
« C paBHOW 4acTOTOWM BCTPEYaAETCS Y Marb4MKOB U JEBOYEK.
« YacToTa BO3HUKHOBEHMUS 3aboneBaHust: 1:1 MIH. HOBOPOXXOEHHbIX.

* [unepbunupydnHemmns aBnaeTca crneacTBUEM HapyLLEHNS KOHblorauum
B NeYyeHn dunnpyounHa c rnoKypoHOBOM KUCNOTOW, 0DYCNOBMEHHOIO
OTCYTCTBUEM UNKN 3HAYNTENBHON HELOCTATOMHOCTbLIO
doepmMeHTa rmioKypoHUnTpaHcgepassl



BbioensoT ABa BapuaHTa cMHapoma.

-1 TUN 11-OU TUN

[MIOKYPOHUNTPaHcdepassbl.

O6ycroBrneH MyTauusiMm B

KoaupyoLleu
nocrienoBaTeribHOCTU FreHa
UGTIAI, 4TO NpuBOOMT K
obpa3oBaHWMIO HEMOMHOLLEHHOTO
depmeHTa
ypuanHaudpocaTtriokypoHmaas
bl, KOTOPLIN pa3pyLuaeTtcd. B
CBSI31 C YeM peaKkLunm
[MIOKYHU3aunm onnnpyouHa He
NPONCXOONT U HEMPAMOK
6unupybuH HakannMBaeTCcs B
OopraHu3me, B TOM Yncre aapax
ceporo BellecTsa, obycnasnmsas
TSKENYIO KNUHUKY 3aboneBaHus.

* TIOJIHOE OTCYTCTBNE aKTUBHOCTU .

cuHapom Apnaca — akTUBHOCTb
depmeHTa meHee 20 % OT
HopMarnbHoON. 3abofieBaHNEe Takxe
oOycnoBrneHo MyTauusivm B
KoOMpytoLlen
nocriegoBaTtenbHOCTN reHa UGTIALL



KnnHuka

< [lepebiu mun
XapaKkTepmayeTca 3110Ka4eCTBEHHbIN NPOrpeCCUPYOLLMM TEYEHNEM.
MaHuecTaumnsa HacTynaeT B NepBble Yachbl XXNU3HU. KnnHmndeckne npoaBreHns:

* XKEenTyLWHOCTb CKIep

*  KOXHbIX MOKPOBOB

« cygoporu,

* ONUCTOTOHYC

* HUCTarm

e areTtos

* 3amMefsieHne YyMCTBEHHOIO pa3BuUTUs

Buoxummnyeckune nokasarenu:

*  YpOBEHbL BUNUpybuHa B KpoBM BbiLLe 200 MKMOMb/1.

B >ken4yn NonHOCTb OTCYTCTBYET KOHBIOMMPOBAaHHbLIM OUNNPYOnH.

B oTcyTcTBUE NeYEebHbIX MEPONPUATUN BONbHLIE NOrMbatoT B TEHEHUE NEPBOTO
rofa *XMU3HW OT ALEPHOM KENTYXN



v

BbioenatoT yemeipe ctagum bunmpyonHoBom
SHUedanonaTtun

1 ¢haza 6unupybuHoeol sHyeghasionamuu.

B nepBon pase sHuedanonatnmn HabnogaeTca yrHeteHme 6e3ycnoBHO-pedNEKTOPHON

v

AesATENbHOCTM (anaTus, BANOCTb, COHMIMBOCTL), PEOEHOK HaYMHAET MNI0X0 COCaTb, NEXUT B
paccnabneHHon No3e, pe3ko pearnpyeT Ha crnabble pasapaxuTenu, AblXxaHue CTaHOBUTCS
peaknMm c AnnTenbHbIMW NnepuogamMm oCcTaHoBKU. MoryT otTMedyaTbCs: MOHOTOHHbIN KPUK,
CpbIrMBaHus, pBOTa, «bnyxgarowmn B3rnsg». Habnogaercsa umaHos.

2 ¢paza 6unupybuHoeol 3HuUegasonamuu.

BTopaga pasa npogorkaeTcs OT HECKONbKUX AHEeN [0 HECKONbKUX Heaenb. B aTton ¢pase

v

pa3BMBaETCsa KNMHUYECKasa KapTUHa nopaXeHnsa saep roroBHoro mosra. Habnrogatotes
CMNacTMYHOCTb, PUTMAHOCTb 3aTbINTOYHbIX MbILLL, BbIHY>KAEHHOE MONOXeHWe Tena ¢
OMUCTOTOHYCOM. XapakTepHO BbIHY>KOEHHOE MOOXEeHUE Tena ¢ «HErHYLLIMMUCS »
KOHEYHOCTSIMU U CXaTbIMW B KyNnaku KUCTSIMU. PeBeHOK NPOH3UTENbHO KPUYKT, Y HEro
oTMeYaeTcs BblOyxaHue 60nbLLIOro poaHNYKa, NoaeprmBaHme Mbilll, NnLa,
KpYNHOPa3MaLUUCTbIN TPEMOP PYK, NCHE3HOBEHME BUOUMOW peakLm Ha 3BYK,
cocarenbHoro pedrnekca. HabniogatTcsa HUCTarm, anHoa, bpaankapavs, netaprus,
Cyaooporu.

3 ¢paza 6unupybuHoeolu 3HuUegaronamuu.

TpeTbs dhasa nepunoa NoXxHoro dnaronony4ms. ABnNeHNs cnacTUYHOCTN NONTHOCTBLIO UMK

v

4YaCTUYHO MCHE3aIOT.
4 ¢paza 6unupybuHoeol 3HuUegassonamuu.

B yeTBépTON (hase (Ha 3-5 Mecsaue Xn3Hn) PopMUPYIOTCA CTOMKNE HEBPOSIOTMYECKME

HapyLleHWs: napanuyun, napesbl, HUCTarM, ateto3. Habntogaetcs rpyboe oTcTaBaHue B
hr3n4EeCcKoM U NCUXNYECKOM Pas3BUTUN: PEOEHOK HE AEPXKUT roNoBY, HE pearnpyeT Ha
rofioc MaTepu 1 Apyrue 3ByKOBbl€ pasopaXkuTenu; He creauT 3a UFPYLLIKOM.

CMepTb NauMeHToB Npu cuHapome | Tuna obycnoeneHa passutuem GunupybnHoBoi
3HUedanonaTumn n HacTynaeT B TedeHue NepBbix 2 NET XKnU3HU. B peakunx cny4dasx 6onbHble
c cuHgpomom Kpurnepa-Harsipa | Tuna goxmnearoTt 4o NogpoCTKOBOro Bo3pacTa.



KnnHuka

< Bmmopou muri

MaHundectauma HacTynaeT HECKONMbKO Mo3Xe, YeM npu | Tune,
OT HECKOIbKMX MecCsILEB A0 NepBbIX NeT. Y psaa 60nbHbIX
XenTyxa MOXET He NPOoSABNATLCA 40 NOAPOCTKOBOro
BO3pacTa, 1 HEBPOJIOrM4ecKne OCnoXXHeHNa HabnogarTcs
penKko; B HEKOTOPbIX Cnyyasax KNnMHMYeckaa cumMntToMmaTuka
OTCYTCTBYET. KnnnHn4eckne nposiBrieHns cxogHsl ¢ 1 TUNOM,
HO MeHee Taxenble. Pegko, Npn MHTEPKYPPEHTHbIX
NHMEKLMAX NN B YCIOBUSAX CTpecca Yy DOSbHbIX C
cuHapomom Kpurnepa-Haunapa Il Tuna MoXxeT BO3HUKaTb
bunnpyobuHoBas aHuedanonaTums.



©)

O

JleyeHne

remocopouums

dooToTepanus- paspyLieHme bunmupybuHa, PUKCMPOBAHHOIO B TKAHSIX, TEM
caMbIM OCBODOXAatoTCA peuenTopsbl, nepudepnyeckme peLenTopsl,
KOTOpble MOryT CBsi3aTb HOBbIE NOPLUK DMNnMpyodmnHa, npegoTBpaLLaeTcs ero
NPOHUKHOBEHME Yepes remaTtoaHLedanmyecknn bapbep

nnasmadepes

TpaHCcOaHTaumnsa Ne4YeHn - NpUHUMNManbHO yry4dwaeT NporHo3 3aboneBaHus,
T.K. cnocobcTByeT HopManuaauum obmeHa bunupybuHa.

oOMeHHbIe NepenuBaHna KpOBU, anbbyMunHa.

BblBEEHNE KOHbIOrMPOBAHHOIO OUnNupybuHa (yCuneHHbIn anypes,
aKTUBMPOBAaHHbIN Yronb Kak aacopoeHT bunmpyourHa B KULLIEYHUKE)

Mcnonb3oBaHMe JOCTAaTOYHOW BOAHOW Harpy3ku (npodounaktmka cuHapoma
CryLLIEHUS Xen4un)

cTpemneHne nsbexaTtb NPOBOLMPYIOLLNX (OaKTOPOB (MHAEKLUN, NEPETPY3KN),
npenapaTtoB — KOHKYPEHTOB IMIOKOPOHMPOBAHNSA NI BbITECHAIOLLMX
BUNMpyobmH N3 cBA3KU ¢ anbOyMUHOM (NepoparibHble KOHTPaUENTUBLI,
cynbdaHunnamuasl, renapuH, canuunnatsl). Cneayet nsberatb COCTOAHUN,
COMPOBOXAAKLLINXCA MOBbLILLEHHOW MPOHULIAEMOCTbIO
rematosHuedannyeckoro bapbepa (aungos);



NPV CHHOPOME KPUIMEPA MANAPA

KOO FeNaETOUNT. Warsms NPOTC

ORI HDCAAMHMA

AN ADy O

SHOONNAMNITAECINN
per Ty YW







CuHnapom Xunbbepa



e CuHapom Xunbbepa- (npoctasi ceMenHas Xornemusl, KOHCTUTYLIMOHaNbHas
rmnepounupybnHeMmns, nanonatTnyeckasi HEKOHbHIrMpoBaHHas

runepounmpybruHeMns, HereMmonmMTUYecKkas ceMenHas XenTyxa) — MUrMeHTHbI
renaTtos, XapakTepuayLLNNCS YMEPEHHbIM MHTEPMUTTUPYHOLLM
NOBbILLEHNEM

COAEPXKaHUA He CBA3AHHOIO (HenpsiMoro) bunupybuHa B KpOBM BCNEACTBUE

HapyLeHWs1 BHYTPUKINETOYHOIO TpaHcnopTa bunupybuHa B renatoUuTax kK MECTY

ero coejHeHns C rMKYPOHOBOW KNCNOTOW, YMEHbLLUEHNEM
cTeneHn rmnepbunnpybnHemumn nog gencremem doeHobapbutana

dyTOCOMHO-OAOMWHAHTH bl TUMN HAcnegoBaHUA.

JTa u,o6p0|<aquTBeHHaﬂ, HO XPOHUYECKN NpOoTEKarLan bornesHb

3aboneBaHune BrepBble NPOSBIISETCA B OHOLLECKOM 1 MOSIO40M BO3pacTe, B
8-10 pa3 vyaiie y My>X4nH

YacTtoTa BcTpeyaemMocTn:1-5% HaceneHus



[laToreHes

B natoreHese cnHgpoma nexmnT HapyLleHne 3axsara
bunnpybrnHa MmkpocomMamu BacKyrsipHoro nostoca
renaTtoumTa, HapyLeHne ero TpaHcnopTa riyTaTUoH-S-
TpaHcepason, 4ocTaBnsAoLWEN HEKOHBIOMMPOBAHHbLIN
bunnpybumH K MMKpocoMam renaTtoLnToB.

Takxe HeNnosfIHOLEHHOCTL epPMeEHTa MUKPOCOM
ypuanHandgoocaTtriioKypoHunTpaHcdepassl, npu
NOMOLLIM KOTOPOrO OCYLLIECTBNSAETCH KOHbIOrauus
bunupybuHa c rrnoKypoHOBOWN U APYrMMMN KUCNOTaMN.

OCOBEHHOCTLIO ABMAETCS YBENUYEHMNE COAEPKaHUS
HEKOHBLIOrMPOBaHHOIO bunupyounHa, KOTopbIN HE
PacTBOPUM B BOE, HO XOPOLLIO PacCTBOPUM B Xupax,
NO3TOMY MOXET B3aUMOAENCTBOBATL C
doocdhonunuagamm KrneToyHbix MembpaH, B 0COBEHHOCTH
rOSIOBHOIO MO3ra, YemM OObSICHAETCH ero
HEWPOTOKCUYHOCTb



KnnHuka

v/ VIKTepnyHOCTb BpeEMEHHAS



JleyeHne

NHaykTOpbl epMEeHTOB MOHOOKCMAA3HOW CUCTEMBI
renatoumToB: eHobapbutan v 3uKCcopuH (dpnymeumnHon) B 4o3ax ot 0,05 4o 0,2 r B CYyTKM B TeYeHue 2-4He[.
Mog nx BNNAHMEM CHUXaeTCs YpoBeEHb BunupyburHa B KpOBM U UcHe3atoT AucnenTuyeckue SBneHus.

BbiBegeHne KOHbOrMpoBaHHOIO OMnMpybuHa (yCuneHHbli guypes, akTUBUPOBAHHbIN Yronb Kak agcopOeHT
GunnpyburHa B KULLIEYHUKE);

CBs3blBaHMe yxxe LMpKynupytoLero bunmpybuHa B KpoBu (BBeaeHne anbbymuHa B 4o3e 1 /Kr macchl B
TeueHue 1 4aca). OcobeHHo LenecoobpasHo BBeAeHUE anbbymumHa nepes 3aMeHHbIM NepenmBaHneM
KpoBY;

doToTepanus

CTtpemMneHune n3bexaTb NPOBOLMPYHOLLMX (DaKTOPOB (MHEKUMM, PU3NYECKME U NCUXUNYECKME HArPY3KX,
ynotpebneHve ankorons u renaToToKCUYHbIX NIEKaPCTB)

[neTta c orpaHNYeHneM TYronnaBKMUX XUPOB N NMPOAYKTOB COAEPKALLMX KOHCEPBAHTBLI.CTON 5
CobntogeHue npasun Tpyaa,pusndeckomn Harpyskm

ButammHoTepanus - 0co6eHHO BUTaMUHBbI rpynnbl B.

XXen4yeroHHble cpeacTsa B nepuog obocTpeHns

B kpuTH4Yeckux crnyyasix — obMeHHoe nepennuBaHne KpoBW.
Bo3MoXeH KypcoBou NPUEM renaTonpoTeKTOPOB:



