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KASAXCKMI HALIMOHA/IbHBI MERVLIMHCKWiA

C.)K. ACOEHAUAPOB ATbIHAAFbI ,
YHUBEPCUTET UMEHMU C.A. ACIﬂJE:HﬂVIﬂPOBA

KA3AK ¥JITTbiIK MEAMLIMHA YHUBEPCUTETI

(nenkemus, anenkemusi, 6enokposmne, HeENPaBUNbLHO «PakK KPOBU») —
KITOHarnbHOE 3/10Ka4eCTBEHHOE (HeonacTuyeckoe) 3abonesaHne KpOBETBOPHOW cnuctemMsbl. K
rnerko3am oTHOCUTCA obLLIMpHaga rpynna 3aboneBaHnn, pasnuyHbIX NO cBoen aTuonoruu. MNpu

Nnenkosax 35110Ka4yeCTBEHHbIN KNOH MOXET NPONCXOANTb KaK U3 HE3PESIbIX TEMOMNOI3ITUHECKNX
KINETOK KOCTHOIo Mo3ra, Tak h 3 Co3peBaroLLnNX U 3peEriblX KITETOK KPOBMU.
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Mo xapakTepy TeuyeHus:

* Oocmpble, U3 HeE3perbIX KNeTok (bnacTtos),

* XpOHUYecKue, co3peBatroLLme U 3perble KIeTKu;

Mo cteneHn guddepeHUNPOBKU ONyXosieBbIX KNMEeTOoK:
* HeanddepeHUNPOBaHHbIE,

e OnacTHble,

* UWUTapHble NenKosbl;



CK. ACOEHANSAPOB ATbIHAAFbI = KA3AXCKWUI1 HALIMOHAJIbHBbII ME]
KA3AK ¥ITTbIK MEAVLINHA YHUBEPCUTETI ‘ , YHUBEPCUTET UMEHM C.0i. ACOEK

Knaccudukaumsa. OCTpbIX JIEMKO30B
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Knaccndoumkauymsa. OCTpbIX NENKO30B

OcTpbIN MMEeNOMOHOONACTHbLIU nenko3 (M4)
KOCTHbIN MOS3r:
*KINETKM MMEeNonaHoro pocTka KpOBETBOPEHUA COCTaBNAT HE MeHee 30%, HO MeHee 80%.

MNepudepunyeckas KpoBb:

*KINEeTKM MOHOLMTAPHOro pOCTKa KPOBETBOPEHUA COCTaABNSAT HE MeHee 5.0 X 1079/1;

OcTpbIn MOHOGNACTHLIN Nenko3 (M5)
KOCTHbIM MO3T:
*KINEeTKM MOHOUUTapPHOro psaaa remornoasa cocTaBnaloT He meHee 80%.

OcTpbin MerakapuobnacTHbIu nenkos (M7)
*ANarHo3 yctaHasnmBatoT HA OCHOBAHUWN O AaHHbIX 3JTIEKTPOHHO-MUKPOCKOMNYECKOIro nccrengoBaHns OnacTHbIX KNETOK Unu Ha
OCHOBaHU OAHHbIX I/IMMyHOCbeHOTVII'II/IpOBaHI/IFl.

OcTpbIn paHHUU MMenoonacTHbIN nenkos (Mo)
*ANarHo3 yCTaHaBJIMBAOT Ha OCHOBaHUWN OTPULIATESIbHbIX Pe3yribTaTOB BCEX UNTOXUMUHECKNX OKPACOK

©rnacTHbIX KNEeTOK M Ha OCHOBAHUM JaHHbIX I/IMMyHOCbeHOTI/II'II/IpOBaHI/IFI.
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*B ocHOBe natoreHesa OCTpPbIX JIEMKO30B JIEXUT MyTaLus CTBOSIOBOM KINETKM KPOBU, YTO BriedeT 3a CoObon
NPaKTUYECKU NOSHYIO NOTEPHO MOTOMKaMU MyTUPOBaBLUEN KITETKN CMOCOOHOCTU K co3peBaHunto. MyTaHTHbLIN
KSTOH aBTOHOMEH OT KaKuX-Nnbo perynmpyrowmx BO34eUCcTBMN opraHn3ama 1 4oCTaToMHO ObICTPO BbITECHAET
HOpMarsibHble FreMOMNO3TUYECKNE KIETKK, 3aMeLllas cobon BeCb reMonoas.

*C MOMEHTa MyTaunn 1o MOMeEHTa NoABIIEHUA KITMHNYECKUX U J'I860paTOprIX NPN3HaAKoOB 3aboneBaHus
npoxoguT B cpegHem 2 mecdua. 3a aT1oT nepnos BpeMeHun KoJlmm4ecCcTBO ONnyxoJieBbIX KIETOK YBEJTIUHNBAETCAH

c 1 (poooHavarnbHUUa MYTaHTHOrO KrnoHa) 4o 1019 -- 10712. Macca Takoro KofimdecTBa KINeToK CoCTaBnaeT
OKOJS10 O4HOro KunorpamMmma. BelTeCHeHne HopMarsbHbIX FreMOMNO3TUYECKUX KIETOK, N 3aMeLLEHNE UX
OMNyXOoneBbIMU KITETKaMn, HECMOCOBHbIMU K CO3peBaHMI0, 3aKOHOMEPHO NPMBOAUT K YMEHbLLUEHUIO B
nepndgepmnyeckon KpoBu 3perbiX KINeToK C pa3BUTMEM aHEMUN, FPaHYNOLMUTONEHUN, TMMJIONEHNH,
MOHOLIMTONEHNN N TPOMBOLIMTONEHUM, YTO BYAET NPOSABATLCS COOTBETCTBYIOLLEN KINMHNYECKON KapTUHOW.
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[laToreHes 2/2 N

YMEHbLUEHME KONUYECTBA SPUTPOLMTOB BrEYET 3a cOOON pa3BUTME aHEMUYECKOTO CUHAPOMA. YMEHbLUEHNE NN
NOJSTHOE NCYE3HOBEHME 3PENbIX FPaHYNOLNTOB, NMPUBOANUT K PasBUTUIO UMMYHoZedULNTa U MHPEKLMOHHbIX
ocrnoxHeHnn. Ceomn BKkNag B natoreHe3 NHMEKUMNOHHbBIX OCNOXHEHU BHOCAT TakKe NMM@oneHus un
MOHOUUTONEHUS. TPOMBOLIMTONEHNS NEXUT B OCHOBE KPOBOUIMUSHUIN U KPOBOTEYEHUI.

B page ciny4vaes ornyxorieBble KITETKU HE HYXXOatkoTCA B CTPOIro HeO6XOD,I/IMOM A1 HOpMarbHbIX reMOMNno3TU4YEeCKNX

KNEeTOK CTpoOMaJIbHOM MUKPOOKPYXEHUN. OHu MOTYT NOKNAAaTb KOCTHbIW MO3T U O6pa3OBbIBaTb KOJTOHNN |y

OMyXONneBOoro remMoroasa B ApYyrux opraHax n TkaHax (ceneseHke, nuMdoysnax, nevyeHu, LeHTparbHON HePBHOW
CUCTEME, NErKnX, KoXxe, Crn3ncTbix 0bonoYvkax). MHuneTpaumsa onyxonesbiMy KIeTKamMu OPraHoB U TKaHeW
OTHOCAT K NposiBNEHNAM nponmdepaTnBHoro cuHapoma. CTeneHb 3r10Ka4eCTBEHHOCTM OMyXONEBbIX KNETOK Npu
OCTPOM JIENKO3Ee C TEHEeHMEM BPEMEHW BO3pacCTaEeT (KaK U AN ApYyrux rpynmn onyxonen, 4ns oCTpbiX IeNKO30B
NpaBOMOYEH 3aKOH OMyxoreBown rnporpeccum). [NockosnbKy onyxorieBble KNeTKM NPU OCTPbIX JIenKo3ax, B
BGonbLUMHCTBE BapnaHTOB, N3Ha4asribHO MMEIOT BblpaXXeHHbI AedeKT co3peBaHus, To bornbLuas
3110Ka4eCTBEHHOCTb YaCTO NPOSABAAETCH NOSABIEHMEM SKCTpaMeny INAPHbIX O4aroB KPOBETBOPEHUS,
yBenuyeHnem nponmgepaTtnBHomn akTMBHOCTU, pa3BUTUEM PE3UCTEHTHOCTU K NPOBOAMMON Tepanuun. B ocHoBe
03I10Ka4eCTBIIEHNSA NexaT BTOPUYHbIE MyTaL My B OMyXONeBbIX KIeTkax. ATO HarnggHo 4eMOHCTPUPYIOT
pesyrnbTaTbhl UUTOreHETUYECKOro NCCIefoBaHus, BbISBIISAOLEro Ha paay ¢ USMEHEHUSIMU XPOMOCOM, UMEBLUNMU
MEeCTO B Havare 3aboneBaHus, NosBNeHne AOMNOSTHUTENBbHbBIX MONTIOMOK MO Mepe TeveHnd 3abonesaHus.
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KnuHnyeckune NnpoABIiEHUA

KnnHunyeckne nposiBneHnst oqMHaKkoBbl 4151 BCEX BapMaHTOB OCTPbIX NIEMKO30B U MOryT 6biTb 4OBONBHO NonMMmopdHbIMKU. Havyano 3abonesaHus
MOXET ObITb BHE3AMHbLIM UMW NOCTENEHHLIM. [1NS HUX HE CYLLECTBYET XapakTEPHOro Havyana, Kakux-nmbo cneumunieckmx KNMHUYECKNX NPU3HAKOB.
TonbKo TWaTernbHbI aHanu3 KIMHNYECKOM KapTUHbI MO3BOMSAET pacno3HaTh CKpbIBatoLLeecs nog Buaom «baHanbHoro» 3abonesaHusi bonee
CepbE3HOE.

XapaktepHa koMOHaUNsa CMHAPOMOB HEOCTAaTOYHOCTM KOCTHOIO MO3ra U MPU3HaKOB CreLndunyeckoro NopaxeHus.

B cBs3K ¢ NEenKo3Hon MHUNbTPaunen CAn3ncTbiXx 000noYeK NONOCTN pTa U TKAHU MUHOANWH NOSIBIISIOTCA HEKPOTUYECKUA TMHIMBUT, TOH3UNNT
(HekpoTuyeckas aHrnHa). IHorga npucoegmnHaeTca BTopUYHast MHpeKUMa n pasBuBaeTCs CENCcUc, NPUBOAALLMNA K CMEPTN.

TskecTb COCTOSIHNS BONBHOIO MOXET ObITb 00YCrNOBEHa BblpaXXEHHON MHTOKCUKaLMEN, reMopparm4ecknm CUHAPOMOM, OblXaTeNbHOM
HEeLOCTaTOMHOCTbLIO (BCNEACTBME COABMNEHMS AblXaTenbHbIX NyTEN yBENNYEHHBbIMU BHYTPUrPYAHbIMU MMM aTU4eCKMMm y3namum).

Vicnonb3oBaHne akTMBHOW LMTOCTATUYECKOM Tepanum noBnNuUsnNo Ha TedeHne OCTPbIX IEMKO30B, TO eCTb NPUBENO K MHOYLMPOBAHHOMY
nekapcTBeHHOMY natoMmopdo3y. B cBA3K € 3TMM B HacTodLlee BpeMs BblAENAI0T cneayolie KNnnHn4eckne ctaamm sabonesaHms:
*repsas ataka,
*pemMunccusa (NosiHas Unu HenosHas),
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[1ns noCcTaHOBKN AmnarHo3a «OCTpbI NIENKO3» Heobxoamma YeTKas

Mopdoonornyeckas sepudunkayms - obHapyxeHne HeCOMHEHHO BrnacTHbIX
KITETOK B KpACHOM KOCTHOM Mo3re. [1ns AnarHoCTUKM OCTPOro fienkosa
6e3ycrnoBHO 0b6A3aTeNbHO YCTaHOBIIEHME KITAaCCUYECKON CTPYKTYpPLI aapa
OnacTHbIX KNEeToK
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XpOHUYECKNe nemnkossol.

XpoHuyeckue fieMKo3bl OTNNYAKTCA OT OCTPbIX ANddPepeHUNPOBKOM ONyXoreBbIX KIETOK 1 boree
ONNTENbHBbIM CTaAUUHBIM TEYEHNEM.

*[lepBas ctagua (MOHOKIOHOBas, 4OBbpoKadveCcTBEHHas) 3abofieBaHNA XxapakTepusyeTca NpucyTCTBUEM OLHOIO
KITOHa OMyXosiEBbIX KNETOK, TeYET rogamMm, OTHOCUTENBHO 40DPOKa4YECTBEHHO, XPOHUYECKMN.

*Bropas ctagusa (3nokadyecTBeHHas) obycrnosreHa noaBrieHneM BTOPUYHbIX OMYXONEBbIX KIOHOB,
XapakTepnayeTtcs ObICTPLIM, 31TOKAYECTBEHHBLIM TEYEHMEM C NOSIBIIEHMEM MHOXXECTBa 6nacToB 1 Ha3blBaeTCS
3NoKa4eCTBEHHOW, NONMKITOHOBOW CTagmneun, unu ctagmen 6nactHoro Kpuaa. 80% 00SIbHbIX XPOHNYECKUMU
nenkosamu normdaroTt B cTagum 651aCTHOro Kpu3sa.

XPOHUYECKNE NENKO3bI BKITIOYAOT B ceb11:
* XPOHMYECKME NMM@oLUUTapHbIE NENKO3bI,
* XPOHMYECKME MMeNounTapHble JIENKO3bI.

I1IHeob6xoaMMO OTMETUTL, YTO OCTPbIN FIEMKO3 HUKOrA4a He NepexoauT B XPOHUYECKUN, a XPOHUYECKUN
HUKOrga He ob6ocTpsieTcsl — TaknmM 0Opa3oM, TEPMUHbI «OCTPbINY U «XPOHUYECKUI» NCMONb3YHTCHA TOMNbKO 13-
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XpOHUYeckum numdoumnTtapHbsiv nemnkos (XJ1Jl).

- 9T0 obpoKavYecTBEHHAs ONyxosib U3 NMMAONAHON TKaHW, OCHOBY KOTOPOM COCTaBNAOT
Mopdoonornyeckun apensie numdoumntel. Hadano sabonesaHnsa 00bIYHO 6ECCUMNTOMHOE; BO MHOIMNX
cny4dasix XpoHM4YeCKNn MMM onenkos obHapyXMBaeTCcsl COBEPLLUEHHO Cny4YanHo, KOorga YenoBek
npoxoanT obcrnenoBaHne Ansa AMarHoCTUKK Apyrnx sabonesaHun.

[MpuumnHbl 3aboneBaHna He AcHbI. [Tpegnonaraetcs, YTo Ha Bo3HMKHoBeHWE XJ1J1 BnnsiHne okasblBaeT
HacneacTBeHHOCTb. Jlenko3om 3aborieBatoT Npu 3r10Ka4eCTBEHHOM NEPEPOXOEHNMN KIETOK,
NPOHUKAOLWMX B KOCTHbIA MO3I N KPOBb.

[Tpn XpoHMYECKOM NMMMcornenKose CaMoCTOATENBHO YEerOBEK HUYEM HE MOXET cebe NOMOoYb.




KA3AXCKUI HALUMOHAJIbHbIA MEANLIMHCKUA
YHUBEPCUTET UMEHMU C.A1. ACOEHANSIPOBA

COK. ACOEHAMNAPOB ATbIHAOAFbDI
KA3AK ¥1TTblIK MEANLIUNHA YHUBEPCUTETI

XpOHUYeckum numdoumnTtapHbsiv nemnkos (XJ1Jl).

— XPOHUYECKUI NIENKO3, NPU KOTOPOM 0Dpa3syoTCA ONYXOSiEBLIE KNETKNU TUMa NPOUMTaPHbIX U LMTAPHbIX
npeaLwecTBEHHMKOB MUENONAHOIO psaa.
dasbl:

XPpOHM4Yeckas,

.(pasza akcenepauuu,

.(pbasa 6rnacTtHoro kpusa.
B XpoHuyeckyto dpasy camouyBcTBme BONLHOMO, Kak npaBuiio, 4OCTaTOMHO Xopollee, nedeHne B aTon dhase
NMEET CaMblil XOPOLLMKN MPOrHO3.
B da3y akcenepauum y 605ibHOro nosiBAAKTCA HOBbIE FEHETUYECKME NONTOMKU, PAcTyT NEYEHb N CENE3EHKa,
MOXXET MOBbILLATLCA TEMMNepaTypa Tena, CHMXaeTcsa reMornoduH, yBernnymBaeTcsl KOnm4yecTso TpoMboumnToB
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NNABOPATOPHbBIE METOObI NCCNEOOBAHUA
BCEX JIEMKO3OB

[TyHKLMA KOCTHOro Mo3ra - OCHOBHOW MeTOoA nccnegoBaHna npu nemkosax. Ero npumeHsoT ¢
Lenbio NoATBEPXKAEHUA AMarHosa n uaeHTndoukaumm (Mopdornormyeckon,
NMMYHO(PEHOTUNNYECKOW, LMTOreHETUYECKOW) TUMNa fienkosa.

NccnepoBaHue nukBopa. MNoBbIlWEHHBIN LIUMTO3 3a CHET BNacToB — ABHbIN NPU3HAaK NIENKO3a.
buoxnmmnyecknn aHanns KpoBmu.

Y3W: yBenuyeHne nevyeHn n ceneseHku, odarm nemkeMomgHon nHpunetrpaumm B
NapeHXMMaTO3HbIX OpraHax.




OONOJNMHNTEJIbHBIE METObI
MCCITEQOBAHNA

PeHTreHonorn4yeckoe nccrieaoBaHne opraHoB rpyaHON KNETKU: pacluMpeHne TeHN CPeaoCTEHNS
3a CYET yBENNYEeHNA BHYTPUIPyOHbIX MTMMAaTUYEeCKMX y3I0B.

OKI, axokapguorpadus, Q3 Kak n buoxnmmsa Heobxogmmel Anst onpeaeneHns NCXoaHbIX
nokasarenen PyHKUNN XXN3HEHHO BaXKHbIX OPraHoB 1 MPOBOAATCS Nepea HavyarioMm 1 Bo Bpemd
XUMUOTEPANNKU, NOCKONbKY MNPUMEHAEMbIE LMTOCTATUKN 0bnagaroT KapanoTOKCUYHBIMN,
renaTtoToOKCUYHbIMN N HEPPOTOKCUYHBIMN CBOUCTBaAMMW.
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OrpomHoe cnacu6o 3a BHMMaHue!




