CuHpapom Xnnbbepa

Cungpom YKunbbepa — 3T0 pacrpocTpaHeHHOe 6e3BpejHOe 3a00eBaHMe TIeueHH, TPy KOTOPOM ITedeHb He repepadaTbiBaeT
JODKHBIM 00pa3oM 6umpyOrH. DTO HacaeCTBeHHOe reHeThU4YecKoe 3abosieBaHue. Bbl MokeTe He 3HAaThb, UTO Y BaC CUHZAPOM
JKwisbepa, oka OH He 0OHAPYKUTCS C/TyuaiiHO, HalpyuMep, KOT/la aHa/Ti3 KPOBH IMOKaXKeT TOBBIIIIeHHbIM ypPOBeHb OUMpyOuHa.
Cunzapom JKunms6epa He TpeOyeT jeueHusl.

Urto Takoe 6uAnNpybunH?

BumipyOuH — 3TO0 »KenToe BelecTBO, KOTOpOe eCTeCTBeHHBIM 00pa3oM Co/lep>KUTCS B KpoBU. OH 00pa3yeTcst Kak TT0O0UHBINA
MIPO/IYKT TIPH Pa3pyILIeHUH CTapbIX KPACHBIX KPOBSAHBIX Tejiell. OObIUHO, KOT/Ia CPOK CTYKObI KpaCHBIX KPOBSIHBIX TeJIel] TIOJXOJUT K
KOHI1y (rTpuMepHO uepe3 120 aHeil), reMOT/I00MH, KPaCHBIN TIMTMEHT, KOTOPBIY TIePeHOCUT KUCIOPO/L B KPOBH, pacriajaeTcs Ha
Oumpy6uH. BunMpyOuH poXoAUT uepe3 Balll KDOBOTOK B TieueHb, T/le )epMEHT PacCIIerisieT MUTMeHT U yajsieT ero U3 KpOBOTOKa.
BuupyOUH Tak>Ke CO/IEPKUTCS B JKeJTUH, TTUII[eBAPUTETLHOMN >KUIKOCTH, BbIpabaThIBAEMOM TMeUeHbI0, KOTOpPasi IOMOTAeT OPraHU3My
yCBauBaTh >KUP. Ballla reueHb SB/ISIETCS YaCThIO MUILeBapUTETbHON crcTeMbl. OHa GUIBTPYET TOKCHUHBI U3 KDOBH, TlepeBapUBAET
JKUPBI ¥ HAKAITMBAET TJIFOKO3Y B BHU/Ie TJIMKOTeHa /11 MCIT0/Ib30BaHMsI B KauecTBe sHepruu. [leueHs npeobpasyet 6unrpyOuH B
BO/IOPaCTBOPUMYHO (hOopMy, KOTOpast TIepeXO/IUT B JKeTub (JKUJKOCTh, BhIpabaThIBaeMYT0 TIeUeHbI0 /i1 00/IerueHus MTUIIeBapeHusl) U B
KOHEUHOM MTOTe BBIBOJIUTCS U3 OpraHH3Ma.

[Tpu cungpome XKuibbepa OMIMpyOUH HaKaruTMBaeTCsl B KDOBU U HEMHOTO TIPEBBIIIIAeT HOPMY.

MoauduiipoBaHHbIM I'eH, KOTOPBIN BbI3bIBaeT CHHAPoM JKuibbepa, Z0CTaTOUHO pacrpocTpaHeH. MHOTrHe JIF0/IU SIBISIFOTCS
HOCHUTE/ISIMU OJIHOM KOTTUU 3TOTO TeHa. B GOMBIIMHCTBe C/TyuaeB /IJisi BOSHUKHOBeHUs cCUHpoMa JKumbbepa HeoOX0/IUMBI [1Be
MOAU(PULIMPOBaHHbIE KOITHH.

Tpy/IHO TOUHO CKa3aTb, CKOJIbKO JIFOZIeH SIBJISFOTCSI HOCUTEJ/ISIMU, TIOTOMY UTO CHH/IDOM He BCer/ia BbI3bIBaeT OUeBU/IHbIe CUMIITOMBI.
I[To pa3HbIM O1ieHKaMm, OT 3% 10 7% GenbIX Mrofiel CTpajaroT CMHAPOMOM JKumbbepa. DTOT TUIT 3a00/1eBaHUS TIeUeHH Jarlie



BCTpeuaeTCsl y My)KUuH, ueM y KeHiliH. OH 3aTparvBaeT BCe BO3pPaCThl, PaChl U STHUUeCKHe TPyMIibl. OOBIYHO CUHAPOM
[IMarHOCTUPYeTCs y UeioBeKa B M03/jHeM MOPOCTKOBOM BO3pacTe.

Y Koro moxxeT 6biTb cMHapom Xunnbbepa?

Cunzapom JKunsbepa sIB/IsieTCsl TeHeTHUeCKUM, UTO 03HAUaeT, UTO OH TepelaeTcsl OT pOAUTess K peOeHKY uepe3 U3MeHeHHe WIn
myTanio B reHe UGT1A 1. 310poBhliii reH BhipabaThIBaeT reueHOUHbIe JepMeHThI, KOTOPbIe pacCIlerisitoT OUTMpyOUH 1 BBIBOAST €ro
W3 OpraHv3ma.

UGTIAI

10T reH Koaupyet UDP-ritokypoHo3uiTpaHcdepasy, pepMeHT IMyTH IIFOKYPOHU/IAL[MK, KOTOPKIM MpeBpalijaeT HeOo bliive
UTIO(HUITEHBIE MOJIEKYJTbI, TaKHe KaK CTePOU b, OUMpyOrH, TODMOHBI U JIeKapCTBa, B BOJJOPACTBOPHMbIE, BHIBOJUMBIE U3 OpraHU3Ma
MeTabo/UThI. DTOT I'eH SIB/IIETCS YaCThIO CIIOXKHOTO JIOKYCa, Kogupyroirero Heckonmbko UDP-rokypoHosuntpaHcdepas. JIokyc
BK/IIOUAaeT TPUHA/(I[aTh YHUKABHBIX a/TbTePHATUBHBIX IMEPBbIX 9K30HOB, 32 KOTOPHIMU C/IeIyIOT UeThipe 001[MX 3K30Ha. UeThipe 13
YyepeyIOIIUXCs TIePBbIX 3K30HOB CUMTAIOTCS TICeBIOTeHaMu. KaXk/IbIii M3 OCTaBILMXCS [IEBATH 5'-9K30HOB MOXKeT ObITh CTyIaliCUpOBaH
C UeThIPbMsI 0OILIMMY 9K30HaMHU, B pe3yJibTaTe Uero rnoaydaercs AeBsiTh 0e/KoB ¢ pa3HbiMUA N-KOHLIaMU U U/IeHTUUHBIMU C-KOHLIaMHU.
Kaxx/1b1ii TIepBbIid 9K30H KOAUPYET CalT CBSI3bIBaHUs CyOCTpaTa U peryampyeTcsi COOCTBeHHBIM ITPOMOTOPOM. [IpeAriouTuTeTbHbIM
cybcTpaTtom 3Toro depMeHTa siBsieTCsi OMMMPYyOUH, XOTsI OH Tak)Ke 00s1aZiaeT yMepeHHOW aKTUBHOCTBIO B OTHOLLIEHUU TIPOCTBIX
¢deHosoB, ¢haBoHOB U cTepou10B C18. MyTaijuu B 3TOM reHe NMPUBOAAT K cuHApomMaM Kpurnepa-Haiisipa tunos I u I u Kk cunapomy
JKuns6epa.

Kora y Bac MmoguduIiMpoBaHHbIM TeH, Ballla KDOBb COZIEPXKUT W30bITOUHOE KOJMUeCcTBO OHMMpyOrHa, MOTOMY UTO Balll OpraHu3M He
BbIpabaThIBaeT JOCTaTOYHOTO KOIMYECTBA 3TOTO (hepMeHTa.

Kpome HacneoBanust 1eeKTHOTO TeHa, He CYIL[eCTBYeT HUKaKUX U3BeCTHBIX (PAKTOPOB pUCKa pa3BuTHs cuHApoMa JKunbbepa. 3To
He CBSI3aHO C TIPUBBIYKaMM 00pa3a )Ku3HH, (akTopamMu OKpYyKarolliei cpe/ibl UM Cephe3HbIMU MPoO/ieMaMu C reueHbi0, TAKUMU Kak
Lppo3 wiu renatut C.



Cumntombl cuHapoma Xunnbbepa

HawuboJiee yacThIM TIpHM3HAKOM cHHApoMa JKunbbepa siBisieTCsi C/TyuaiiHbIM JKe/ITOBaThId OTTEHOK KOXKU U Oe/TKOB T71a3 B pe3y/bTaTe
HEeCKOJIbKO O0Jiee BLICOKOTO YPOBHS OumpybrHa B KpOBU/

Y GoJBIIMHCTBA MHofeil ¢ cuHpoMoM JKubbepa Hab/I0Aar0TCs CTyYyaiiHble U KpaTKOBPeMeHHbIe 3TTHU30/Ibl TI0XKe/ITeHUsS] KOXKU U
6enKoB ra3 (>kenTyxa). OTO BbI3BaHO HaKOIleHHeM OuupyOrHa B KpoBu. JKenTyxa MokeT ObITh MeHee 3aMeTHa, eC/Id y Bac
KOpUYHEeBasi U/ uepHasi Koyka, HO BbI MOYKeTe 3aMeTHTb, UTO OeJIKM BalllX IJ1a3 BEITJISIAT JKeJIThIMU.

IMTockonbKy cuHzApoM Kuibbepa 00bIYHO BhI3bIBAET JIMIIIb HE3HAUHTE/THLHOE MOBBILIEHHEe YPOBHs OUMPYOrHa, TIOXKeITeHHe TIPH
)KeJITyxe 4acTo ObiBaeT ymMepeHHbIM. OOBIUHO 00J/IbIIIe BCEIO CTPAJAIOT Ijia3a.

[TpumepHo 1 u3 3 uenoBek ¢ cuHApoMoM YKuibbepa BooOIIle He UCTTBIThIBaeT HUKAaKUX CUMITTOMOB. BbI MOXKeTe He 0CO3HaBaTh, UTO Y
Bac cuHapoM JKunbbepa, moka He OyAyT IIpoBe/leHbl TeCThI Ha HECBSI3aHHYIO MTpobiemy.

OOparuTech K Bpauy-reHeTHKY, eC/Id Y BaC BIiepBble TIOSIBU/ICS MPUCTYTI »KenTyxu. JKenryxa npu cuuzapome YKunpbepa 06b19HO
TIPOTEKaeT B JIETKOM hopMe, HO JKeITyxa MOKeT ObITh CBsi3aHa C 6oiee cepbe3HbIMU TTPOOIeMaMH IeueHr, TaKUMHU KaK I[UPPO3 WU
reratut C.

Ecimm y Bac 6bUT AMarHOCTUPOBaH CUHAPOM 2KuibOepa, BaM 00BIYHO He HY)KHO 00paliaThCs 3a MeAULMHCKOW TIOMOII[BI0 BO BPeMsI
3MM30/1a )KeNTYXH, eC/IU TOJBKO y BaC HeT AOTMOJTHUTeNbHBIX UM HeOOBIYHBIX CUMITTOMOB.

PaxKTopbl pUcKa



Xots cunapom XKunbbepa MpUCYTCTBYeT C POXK/eHUs], ero 0ObIUHO He 3aMeuaroT /10 MOJI0BOTO CO3peBaHUs UK TI03Ke, TIOCKO/IbKY
BbIpaboTKa OmmMpybrHa yBeTMUMBaeTCs B TIepUOJ, IIOJIOBOT'0 CO3peBaHUS

AunarHoctuka cuHapoma Xunbbepa

CI/IH,Z[pOM }KHnb6epa MO>XHO JUAaIr'HOCTHUPOBATH C ITIOMOIIBIO dHd/IM3d KPOBHU /11 U3MEPEHUA YPOBHSA 6I/IJ'[I/Ip}76I/IHa B KPOBH, Te€CTa Ha
qJYHKLII/II-O IMe4yeHH, d TakXKe C IIOMOIb0 e HEeTUYEeCKOI'o TecCTd.



MeTtabonusm ounupyouHa

MNeyeHb

B neyeHu HenpAmoh BunupySuH
npeepalaeTca B NPAMOR

SpPUTROUMTEI

BHANPYGHH remornoBuA

AnuByMUH cBR3bIBaeT BUnupyGK

OBLWKIA KeNYHbIW BUnMBEpANH

Heneso

Moykwk

B noyku npaMoi
GunupyGuH noctynaet

B BMAs vDoBUAKHA




Korja meueHs noBpexx/ieHa, OHa BbiZiesisieT hepMeHThI B KpOBb. B TO >ke Bpemsi ypoBeHb 0Oe/TIKOB, KOTOpbIe IeueHb BbipabaThiBaeT fist
no/iZiep>kKaHusi 3/10pOBbsi OpPraHU3Ma, HaUMHaeT CHUXKAThCs. VI3mepsist ypOBHU 3THX (pepMeHTOB U 6e/TKOB, MOXKHO COCTaBUTh
[0CTaTOYHO TOUHYIO KAPTHMHY TOr0, HACKOBKO XOPOLIO (DYHKLJMOHUPYET I1eUeHb.

Ecsu pe3ysibTaThbl aHa/iM3a KPOBU MOKA3bIBalOT, UTO Y BaC BHICOKHMM ypOBeHb OMMpyOrHa B KDOBU, HO B OCTa/IbHOM Ballla leyeHb
paboTaeT HOpMaJIbHO, MbI peKOMeH/IyeM CJjaTh reHeTUUeCKHi TecT, UTOObI MOATBePAUTb CUHPOM.

XXusHb ¢ cuHapomom XXunnbbepa

Cunzapom Kumsbepa — 3T0 MOXKU3HeHHOe 3aboeBanue. Ho 3To He TpeOyeT JiedeHus1, TIOTOMY UTO He TIpe/ICTaB/IsieT yTPo3bl s
3/I0POBbSI ¥ He BbI3bIBAaeT OC/IOXKHEHHWM WJTH TIOBBIIIIEHHOTO PUCKa 3a00/1eBaHUM TTeueHH. DTHU30/bl JKEITYXH U JIF00bIe CBSI3aHHBIE C
Hell CUMIITOMBI 0OBIYHO KOPOTKH U B KOHEUHOM MTOT'e TIPOXO/ST.

V3mMeHeHMe Balllell JYeThl WU KOJIMUeCTBa yIPa)KHEeHWH, KOTOPbIe Bbl BHITIOJ/IHSIETE, HEe TIOBJ/IMSET Ha TO, eCThb JIU Y BacC 3TO
3aboneBanue. Ho Bce paBHO BaXKHO yOeUTHCsI, UTO BbI TIPU/IePKUBaeTeCh 3/10pPOBOH, cOalaHCUPOBAHHOMW IW€Thl 1 MHOTO
3aHMMaeTeCh CIIOpToM. Bo3Mo)KHO, Bam TakKe Oy/ieT roJie3HO u3beraTh Bellleid, KOTOpbIe, KaK Bbl 3HAeTe, BbI3bIBAIOT STTM30/IbI
JKeNTyX!, TaKUX Kak 00e3BO>KUBaHUeE U CTPeCC.

Ecmu y Bac cunipom JKunbbepa, mpob/ieMsl ¢ Bailieid TleueHbI0 MOTYT TaKyKe 03HauaThb, UTO BbI MO/[BEP>KeHbI PUCKY Pa3BUTHS
YKeNTYXH WIK APYTUX 1060UHBIX 3¢ deKToB 1ocsie rpreMa orpefie/IeHHbIX JIeKapCTB, TaKKMX Kak JIeKapCTBa OT BbICOKOTO YPOBHS
X0JieCTepyHa ( CTaTHHBI.)

Bam ciieiyeT IpOKOHCY/IbTUPOBATHCS C BPAauOM, TIpeX/ie ueM NMPUHUMaTh Kakoe-1ubo HoBoe jieKapcTBo. O6si3aTeslbHO coo0IuTe 0
TOM, UTO Y Bac cuHipoM JKuib0epa, 1t06omy Bpauy, KOTOPBIM JIEUXT Bac B MepBIii pas.

Bpau —cacmposnmeponoz /lepaouna Onvea Ilempogna
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