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JJABOPATOPHAS TUATHOCTHUKA
MMAPOKCHU3MAJBHON HOUYHOM TEMOI'JIOBUHYPUN

llapoxkcusmanvras HOYHASL 2emMo2100UuHypusl (bonesns
Mapxuaghaser - Muxenu) — Hopma reMOTUTUIECKON aHEMHH, CBSI3aHHAs
C  HU3MCHEHUEM CTPYKTYpPhl ~ SPUTPOILIUTOB,  HEUTPOPUIBLHBIX
IpaHyJIONUTOB U TpomMOomuToB. I[IpoTekaeT ¢  mpuU3HAKAMHU
BHYTPUCOCYJIUCTOTO  IeMOJiM3a, TMpU  KOTOpOM  HaOJrogaeTcs
reMOTJIOOMHYPHS, TEMOCHICPUHYPHS, TIOBBIIIEHUE YPOBHS CBOOOJIHOTO
reMorJioOrHa 1mia3Mbl. 3a00JIEBAHUE HEPEAKO OCIIOKHSIIETCS TPOMOO30M
nepudepruyeckux BEH M COCYJOB BHYTpPEHHUX oOpraHoB. [IpuumHoit
MOBBIIIIEHHOTO Pa3pyIICHUS HSPUTPOIUTOB SBISIETCA JeDEKT camux
SpUTPOIUTOB. Oputpounthl OonbHbIX [IHIT 15erko paspymiarorcs
KOMIUIEMEHTOM JIMOO TMpU TMOJIKUCIECHUHM CBHIBOPOTKU (Mpoda Xema),
au00 TpPU  YBEJIMYEHUM KOHUEHTPAIMM  KOMIUIEMEHTa  BOKpPYT
SPUTPOLIUTA 33 CUET CO3/JaHUs HHU3KOM KOHIICHTpaluh HOHOB B
caxapHoil cpene (caxapHas mnpo0Oa). Haubosiee cToOilkME KIETKA Y
3I0POBOTO  YEJIOBEKA, PETUKYJOIMUTHI, OKa3bIBAIOTCS  Hauboliee
XpYNKUMH Tipu OoJiesunn MapkuadaBel-Mukeau. 9T0 TOBOPUT O TOM,
YTO MATOJIOTUYECKask MOMYJISAIUS SPUTPOLIMTOB MPOCTO HE JIOKHUBAET 0
co3peBaHusA, a Oojiee CTapble, CO3PEBIINE APUTPOIUTHI OTHOCATCS K
310POBOM WJIM IIOYTH 3J0POBOM ImoNyisuuu. B perukynonurax
COICPKUTCSL  OOJBIIOE KOJMYECTBO (PAKTOPOB, CHOCOOCTBYIOIIUX
CBepThIBaHUIO  KpoBU. Ilpu  Oonesum  MapkuadaBsi-Mukenu
pa3pymialTCs B OCHOBHOM PETUKYJOLMTBI, 3TUM MOXKHO OOBSICHUTH
BBICOKYIO YacCTOTy TPOMOOTHYECKHX OCJIO)KHCHUH M CPaBHUTEIHHYIO
PEIKOCTh TaKUX OCJIOXKHEHUW MpHU APYrux (popMax TreMOJIUTHIECKHUX
aHEMHI C BBIPAKEHHBIM BHYTPHUCOCYAUCTHIM Temonn3oM. Kinunuueckas
KapThHa. boJie3Hp yallle HaYMHAETCSA UCIOABOJIb. bOJIIBHOM KAIyeTCs Ha
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c1aboCTh, HEIOMOTAHHE, TOJIOBOKPY)KEHHE, HEOONBIIYIO0 KEITH3HY
ckiep. Hepenako oaHo# M3 mepBBIX Kajao0 CTAaHOBHUTCS T'OJIOBHAS OOJb,
00JI1 B KUBOTE PAa3IMYHON JIOKan3aluu. HOTja Iulllb CKIIOHHOCTh K
MOBBIINIEHHOMY TPOMOOOOPa30BaHUIO 3aCTaBsAE€T OOJBLHOTO OOPATUTHCA
K Bpauy. ['eMornoOuHypust peko ObIBaeT MEPBHIM CUMIITOMOM OOJIE3HH,
OHA MOXET MOSIBUThCS uepe3 2-3 roaa, uiu aaxe yepes 10 ner. ¥V psanga
OOJBHBIX TEMOTJIOOMHYPHUS MOXKET BOOOIIE OTCYTCTBOBaTh. IIpucCTyImbI
00U B JKMBOTE — OJWUH U3 XAPAKTEPHBIX MPU3HAKOB OO0JIE3HU
Mapkuadapsi-Mukenu. Jlokanuzanuss 00ad MOXKET OBITh CaMOM
paznuuHoi. OmucaHbl Onepaluyd B CBSI3U C MOJO3PEHUEM Ha OCTPBIM
anmeHUIINT, $3BY JKENIyJKa, >XKEeTYCeKaMeHHYI OOJie3Hb BIUIOTH O
racTpPIKTOMUU y Takux OOJbHBIX. BHe kpu3a 0oseil B KUBOTE HE
obiBaeT. Hepenko k 60JisiM B )KHUBOTE MPUCOEAUHAETCS pBOTA. BeposTHo,
00JI1 B JKMBOTE CBSI3aHbI C TPOMOO3aMU MEJKUX ME3EHTEePUAbHBIX
cocynoB. Tpombodneout Bctpeuaercs y 12% Oonbubix. [lopaxaroTcs
BEHBbl BEPXHUX M HIKHUX KOHEYHOCTEW. BbIBaloT TpOMOO3bI COCYIOB
nmodek. TpomMOOTHUECKHE OCIOKHEHHS — HauOojiee dYacTas KapTHHA
cmepTH nipu 6onesnn Mapkuadassi-Mukenu. [loBbimenre cBOOOHOTO
reMOrJIOOMHA MIa3Mbl HAOMIOAAETCA MOYTH Yy BceX O0onbHBIX. OmHAKO,
CTEICHb MOBBIIIEHUS Pa3JIniyHa B 3aBUCUMOCTHU OT TOT'0, B KAaKOW MEPHO/T
00JIe3HU MPOBOIUIIOCH HCCIIeAOBaHKE. B nmeproa kpusa 3TOT moKa3aTelb
3HAYUTEIHLHO BO3PACTACT, YBEIUUUBACTCS TAKKE METATLOYMUH TIJIa3MBI.
YpoBeHb CBOOOJAHOTO TEMOIJIOOMHA 3aBUCUT M OT COAEpKaHUS
reMoriioonHa, (QuibTpallu TIeMOrJoO0MHAa B IOYKAaX, CKOPOCTH
pa3pyIlieHuss KOMILJIEKCa IeMOrJIOOUH — ranToryioOuH. JlabopaTopHbie
nokazarenu. CoaepkaHue TreMoriioOMHa y OOJBHBIX € OOJIE3HBIO
Mapkuadasoi-Mukenu koneonercs ot 30 nmo 50 r/m B mepuon
000CTpeHus, 10 HOPMBI B Tiepro pemuccuu. Cojiep:KaHue dPUTPOITUTOB
CHIDKACTCSI COOTBETCTBEHHO CHIDKCHHIO TeMorjoOuHa. llBeTtoBoi
MoKa3aTellb JO0JTr OCTaeTcs OJMU3KUM K eauHuile. Eciu 00bHON TepsieT
MHOI'O >KeJie3a C MOYOW B BHJE TeMOCHAECpPUHA M TEeMOrjoO0MHA, TO
COJICPKAHUE KEJe3a MOCTENEHHO MajgaeT. HUu3Kknit IBETOBOW MOKA3aTEIb
HaOIr0MaeTCs MPUOIU3UTEILHO y TMOJIOBUHBI O00JbHBIX. CojeprkaHue
PETUKYJIOIIMTOB B OCHOBHOM OBIBA€T MOBBIIICHHBIM, HO CPAaBHUTEIHHO
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HEBBICOKUM  (2-4%). HWHorma B »spuTpouuTax OOHAPYKUBAIOTCS
ToyeyHble AehexThl. KoanuecTBO JIEHKOIIMTOB B OCHOBHOM CHM)KEHO
(1,5-3,0*10°/1). TpoMOOLMTONEHUS TaKXkKe 9acTO BeTpedaeTcss. OOBIYHO
y OOJIBIIIMHCTBA OOJBHBIX COJIepKaHHE TPOMOOIIMTOB Kosebnercs ot 50
1o 100*10°/n, Ho mHOrMA MagaeT 10 oueHb Hu3kux nudp (10-20*10%/1).
B KOCTHOM MO3re — pa3ipa)k€HUE KPacHOro POCTKa MPU HOPMAJIbHOM
KOJIMYECTBE MHUETIOKAPUOIUTOB. Y psifa OOJbHBIX HECKOJIBKO CHUXKEHO
KOJIMYECTBO METraKapHOIMTOB. YPOBEHb OWJIUPYOMHA CHIBOPOTKHU MPHU
oosie3an MapkuadaBbl-MHUKeIN MOBBIIIACTCS B OOJBITHMHCTBE CIIy4acB
HE PE3KO, TJIaBHBIM 00pa3oM 3a cueT Hemnpsmoro. Jluddepennuannuas
JUarHOCTUKA TPOBOJUTCSA C PAIOM 3a00JIEBaHUW B 3aBUCHMOCTH OT
TOr0, KAaKOW CUMITOM OoJie3Hu npeodnangaer. Ecnu y 0oapHOro ObIBaeT
YyepHas MoYa, TO JHWarHOCTUKAa oOJierdaercsa NpH UICHTUPUKAIU
reMocujiepuHa B Mmode. Eciu BeaynuM CUMITOMOM OOJIE3HU SIBIISIFOTCS
00JI1 B )KUBOTE, TPOMOO3bI IEPUPEPUIECKUX COCYI0B, AaHEMUST — MOKHO
3aMOJ03PUTh  3JIOKAYECTBEHHOE  HOBOOOPA30BAaHUE  JKEIIYJOYHO-
KUIIEYHOTO TpakTa. Bblpa)keHHass MAHIUTONECHUS TIpU OOJIE3HU
MapkuadaBbl-Mukenn TPUBOAUT K JAUATHOCTUKE arlJIaCTUYECKOM
anemuu. OJHAaKO Uil 3TOM Tpynnbl 3a00J€BaHUNA HE XapaKTEPHbI
MOBBIINIEHUE KOJMYECTBA PETUKYJIOIMUTOB, pa3apakK€HUe KpacHOTO
pOCTKa KOCTHOT'O MO3ra, BHYTPUCOCYIAUCTHIM Temonu3. HauGonbinume
TPYJIHOCTH BO3HUKAIOT Npu aAuddepeHiupoBke 6ose3nn Mapkuadapbl-
Mukenu ¢ reMoJIM3MHOBOM (POpMON ayTOMMMYHHON T'€MOJIMTHYECKOU
aHeMuu. OHU MNPAKTUYECKA TOYTH HE PA3JIMYAOTCS MO KIMHUYECKOU
KapTUHE, HO KOJIMYECTBO JICMKOUMTOB mpu Oone3Hu MapkuadaBsbi-
Mukenu 4Jaiie CHUKEHO, a IPEIHU30JI0H MPAKTUYECKH HEA(DPEKTUBEH,
TOrJIa KaK MPU ayTOMMMYHHOW TEMOJIMTUYECKONM AHEMHUU JIEMKOIUTHI
qaIrie MOBBIINICHBI, a MPH €€ TEeMOJHM3UHOBBIX (PopMax MpeaTHU30JI0H
4acTo JIaeT XOpoInit 3(hPeKT.
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