CUHAPOM KPIOBUW/IBE=-BAYMIAPTEHA

BOJIE3HD BAI[I[A-I{I/IAPI/I




BEHOOKKJTIO3MOHHA 51 BOJIE3HD
(FOJIE3HL KUAPH)

* [lepBUYHLIN 0ONUTEPUPYIOLWMK S3HOO0MDIEDUT NEYEHOYHLIX BEH C X TPOMBO30M U1
nocneayoLlen OKKN3nen, NPUBOAALLMMUN K HAPYLLEHUIO OTTOKA KPOBU U3 NEYEHMN,
doopmMmmpoBaHuUo LMpPo3a N Ne4eHOYHON HEOOCTAaTOYHOCTH

* [lo gaHHbIM NUTEpPAaTYypPbI, AUONATUYECKUIN 3HO0DNEOUT NEYEHOYHBIX BEH C UX
TpombO3amu cocTaBnsaeT oT 13 4o 61 % Bcex criyvyaeB Tpombo3a. HYacToTa
obOHapyxeHunst bonesHu Knapu rnpu aytoncum He npesblillaeT 0,06 %. JleTanbHOCTb
OT BEHOOKKJTHO3MOHHON B0E3HN Y PELIUNMMEHTOB KOCTHOIO Mo3ra gocturaet 30 % (y

naLneHToB Oe3 3TOro OCOXHEHUA — 9 %).



BeHOOKKNO3MOHHAA bonesHb
BO3HMKAET B pe3ynbrare
06CTPYKUMM BEHYN NeYEeHU

U B 60NbLIMHCTBE CyyYaeB

ABNACTCA OCNNOXHEHUNEM
onepauuﬁ no TpaHCNAaHTaUUU
KOCTHOIo moa3ra.




MDaKTOPbly CIOCOOCTBYIOIINE PA3BUTHUIO

onepaTuBHbIE BMeLLIATENbLCTBA (gMarHocTupyetcs y 5-60 % 60nbHbIX, MepeHeCLLINX
TpaHCnnaHTaLUuo KOCTHOrO MO3ra, B paHHEM U NMocreonepaLMoHHOM Nepuoae);

TpaBMbil;

XPOHUNYECKNEe 3aborneBaHna NevyeHn — renatnTbl, Prnbpo3s, BacKynnuT Ne4eHOUHbIX
BEHYIN U BEH B pe3ynbsraTe CMHApPOMa CUHycounganbHOW 0bCTpyKLUm nNpu
noBpexgeHnm aHaoTennanbHbIX KNEeTOK CUHYCOUA0B; HApYLLUEHNS CBEPThIBaOLLEN
CUCTEMBI KPOBU, CUHOPOM akTUBaLun Makpodbaros (remodparoumtTapHbIn
NMM@OrnMcTnoumnTo3);

bepeMeHHOCTb; poabl;

ONUTENbHbIA NPUEM FOPMOHaNbHbIX KOHTPALIENTUBOB, BbICOKUX 103
LIMTOCTaTUYECKMX NPpenapaToB, XMMNUoTepanus 3riokadyecTBeHHbIX HOBOOOpa3oBaHWM
nobor nokannsaummn n AeNcTBMe MOHN3NPYHOLLIEro 00nyYeHns (nyYyeBas Tepanus);

N30bLITOYHOE YNOoTPebneHmne TpaBsaHbIX YaeB, B KOTOPbIX coaepKaTcs arnkanounbl
NIUCTBEB KpOTansipum n KpeCcToBHMKA (MMPPONN3NanH) 1 ropbkoro xreba (rennotpon).



IlaTorenes.

» OcHOBHas porib B natoreHe3e 3aboneBaHns OTBOAUTCHA NMOPAXKEHUIO
cuHyconaoB. Paclumpsietcs cyoaHagoTenmanbHasa 30Ha, NMosiBMsATCA
MHUNLTPaLUUSA 3pUTPOLIMTAMN, OTNOXEHUA PMbOpUHa, NOBLILLAETCH
akcnpeccust  paktopa BunnebpaHata Knetkamu  9HOOTENMUS,
BCNeACTBME Yero pas3BMBAETCA HEKPO3 renaTtouuToB, OKPYXXaroLLMX
BeHyNnbl. B ganbHeuwemM YnnNOTHAETCA BHEKMETOYHbIN MaTPUKC,
YBENUYMBAETCHA YNCNO 3Be3A4aThbiX KMNETOK, pasBmBaeTcs ondpos
CUHYCOMOOB. = npocBeTe CUHYycouaoB HaKannmMBalTCS
paspylweHHble 3HAoTenunanbHble, 3Be3g4aThble U KyndoepoBcKkue
KNeTkn. B pesynbrate HapyllaeTcsd BEHO3HbIM KPOBOTOK KaK B
CUCTEME MOpTanbHOU BEHbI, TaK U B CUCTEME MEYEHOYHbIX BEH,
BO3HMKAET 3acToM KpoBU U dOOpPMUPYETCH LIEHTPONOBOYNAPHbLIN
HEKPO3. 3TU nNpoueccbl NpuUBOOAT K obnutepauum BEHYN,
renaTouensonspHOMY HEKPO3Y 1 pacnpocTpaHeHnto undposa.



* Ki1accuduxanus.

[1o TAXXeCcTn TedeHnsa BEHOOKKITIO3MOHHOM DONe3Hn BblAenaoT:

— BEHOOKKIH031OHHAas 60rne3Hb Nerkon CTeneHn TAXKECTU (OTCYTCTBYIOT OCITOXXHEHUS, HET HEOOXOAMMOCTI B
Tepanuu, pa3peLlaeTcs CaMOCTOATENbHO);

— BEHOOKKMNI03MOHHas 6onesHb CpeaHel CTENEHU TAKECTU (OCITOKHEHHOE TEYEHNE, UMEETCS
HeobxoaMMOCTb B NPOBEAEHUN CUMITOMATUYECKON Tepanun — aHanbreTuku, ANYPeTUKU 1 ap.);

— BEHOOKKJTI03MOHHAasA 60rne3Hb TSXernow cteneHun (CMMnTomMbl 3aboneBaHus BO3HUKAKOT B TeveHue 100 aHen
nocre TpaHcnnaHTaumMm KOCTHOIroO Mo3ra U He NoaaatTca 00paTHOMY pasBUTUIO, HAaNM4YMe NPU3HaKoB
NONMOPraHHbIX HAPYLLEHUI: AblXaTENbHOW HEAOCTAaTOYHOCTU, MOYEYHOW ANCAHYHKLNN — NOBbILLEHNE YPOBHS
KpeaTuHuHa, HeobxoaMMOCTb B remoananunse, aHuedanonaTum, BbICOKUIA NokasaTerb NIETanbHOCTH).

e KIMHMYEeCKass KapTHUHA.

BeoyLwimmm cumntoMamm BEHOOKKINHO3MOHHOM O0NEe3HN SBNSOTCA: NOBbILLEHNE MacChl Tena, UKTEPUYHOCTb
cknep (MHoraga xenTyxa), 6onv B npaBoM BEPXHEM KBAZPAHTE XXNBOTA, yBENNYEHNE Ppa3MepPOB NeYeHn 1 ee
6one3HeHHOCTb NMpu nanbnaumm, acunT. NocTeNeHHo pa3BMBatOTCA NeYeHo4YHast He4OCTaTOMHOCTb,
SHUedanonatms, TPOMOOLUTONEHMUS, PE3NCTEHTHASA K TpaHCAY3nsIM KPOBMW.




Cneunanuctamu ns bantumopa n Cuatna paspaboTaHbl AMATHOCTHYECKHE
KpuTepuu (TOYHOCTb — bonee 90 %, cneundnyHOCTb — 56 %) 3aborieBaHmS.

CornacHo nm anarHo3 BEeHOOKKITH3MOHHOW DONEe3HN MOXKHO NOCTaBUTb B CJlydae
NOoABNEHNA B TedeHne 21 AHA nocne TpaHcniaHTaumMm KOCTHOro Mo3ra 2 u bonee
CUMITOMOB:

— MNOBbILLEHME MacChl Tena bonee Yem Ha 2 % OT NPeaLlECTBYOLLINX
3aboneBaHuio 3Ha4YEeHUN;

— renatomeranus n 60sb B NpaBoM BEPXHEM KBaJpPaHTE KXNBOTA;
— MNOBbILWEHWE coaepXaHns bunupybmnHa 6onee 34 MKMOrb/1;
— acuur.



/IMarHocruka

 JlabopaTopHbIe METOALI NCCIIEO0BaHMS MO3BOSMAIT NOATBEPANTL HAaNu4ne
nopaxeHusi Ne4YeHn N yCTaHOBUTL CTEMNEHb HapyLLUEHUS ee PYHKLUUN N OPYTrUX OPpraHoB.
B obLwiem aHanmae KpoBu nNpu 1tobom Te4eHUn U aBHOCTU 3aboneBaHUsa OTMeYaeTcs
TpomboumToneHus. Npn DMoxXxnMmmyeckom nccnegoBaHUmM KpoOBM OTMEYAETCH
NoBbILLEHNE coaepKaHne bunupybuHa (bonee 34 MKkMornb/n), WwenodHon doocdaTassbl,
YBENMNYMBAETCHA aKTUBHOCTb raMmMarnytaMmunTpaHcnentnaasbl. B no3gHux cpokax
3aboneBaHnda NOBbILLAETCH aKTUBHOCTb «MevYeHo4YHbIX» pepmeHToB (AJIT n ACT), 4To
CBUAOETENLCTBYET O NOBPEXOAEHUU NMAPEHXNMbI NEYEHU N NPOrPECCNPOBAHUN
naTonorn4yeckoro npouecca. BoamoxHo noBbILLIEHNE B KpOBU YPOBHA C-peakTUBHOIo
benka (npu XpoHndecknx nHdekumnsx). Kpome toro, ana AnarHOCTUKU CUHAPOMA
NOBbILLEHHON NPOHULIAEMOCTU KanunniapoB HEOOXoAMMO ONpeaenaTb coaepKaHme
anbOYMUHOB, KpeaTUHNHA U MOYEBUHBI

« B xoge MHcTpyMeHTanbHbIX METOAOB UCCNegoBaHNs (YnbTpa3ByKOBOE UCCrenoBaHue,
[onnnepoBckas yrnbTpacoHorpadus, KomnbloTepHas Tomorpadus, MarHMTHoO-
pe3oHaHcHas Tomorpadust u Ap.) onpeaensanTca YBENNYEHHbIe pa3Mepbl NeYeH!,
NaTonorMyeckne COCTOSHMUSA Xemn4YHoro ny3bIps (4acTo UCTOHYEHUE ero CTEHKN),
paclUMpeHne nopTanbHOM N NEYEHOYHbIX BEH (NPU3HaKN BEHO3HOMO 3acTOs), MPU3HaKu
HADVLILUEeHUS KDOBOTOKA B UX cUCTeMaX. aclliT u nnmdoaneHonatTus



DKeHLUMHbI ¢ 60ne3HbH X0AKKUHA, Y KOTOPOU NPU3HAKU BEHOOKKAKO3UOHHON 6one3Hu
MaHudecTupoBarn Ha 11-U AeHb NOCAE TPaHCNAaAHTaLMUKU KOCTHOro mo3ra. Onpeaens-
IOTCA renaroMeranusi, HapyLweHue KPpOBOTOKa B CUCTEMeE NOPTaAbHON U NeYeHOUYHbIX
BEH, MPU3HAKHU acLiMTa, UICTOHYEHHUE CTEHKHU XKEAYHOro ny3bipA (YKa3aHO CTPEAKOH Ha
CHUMKe cnpaBa) U NAeBpaAbHbIW BbINOT CripaBa
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PucyHok 7a, 6. AlonnaepoBCKOe yAbTPpa3BYKOBOE UCCAEAOBaHUE OpraHoB OPHOLUHOMU
MOAOCTH TOM )K€ NaLMeHTKHU. BbiABASIOTCA HapyLLeHHWe KPpOBOTOKa B NOPTaAbHOU BEHeE,
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°*J1CHCHMNC.

 OCHOBHOW UENbI Jie4eHNns1 BEHOOKKMNK3NMOHHOM OOne3Hn 4BndeTcsl yCTpaHeHue
CuHycouganbHOM  OOCTpyKUMM 3@ CYEeT  Koppekuum Backynuta., OpHako
cneunduyeckon Tepanum 3aboneBaHUsi He cyllecTBYyeT. B HacTtosiuiee Bpems B
NIe4YEeHN MnauueHTOB MNPUMEHSIIOT HU3KME [O03bl PEKOMOMHAHTHbLIX aKTUBaTOPOB
TKaHEBOro nfiasMmMHoOreHa, CTUMynupytowlero agerpagaumio donbpuHa (HasHa4vyeHue
9TUX npernapaTtoB OrpaHn4YeHo Yy OOonbHbIX C MpPU3HaKamMn MNONUOPraHHOM
HeaoCTaTOMHOCTU U NPU MNOBBLILLEHHOM PUCKE KPOBOTEYEHUA), aHTUTPOMOMH Il B
KOMOMHaAUMM C renapuHOM WM akTuBaTopaMu TKaAHEBOro nna3mMuHoreHa. B xope
KIMMHUYECKUX UCMbITaHNU n3ydaeTtcs adodPeKkTMBHOCTb Aedpmbpotnga, obnagarowero
aHTUTPOMOOTUYECKUM, TPOMOONUTUYECKNM, NPOTUBOBOCNANMUTESbHbLIM n
aHTUMLLIEMNYECKNM PdPeKTaMN,

« Takke pekoMeHaylTcs cbOanaHCMpPOBaAHHOE 3JHTepanbHOE WM MapeHTeparnbHoe
nUTaHMe, orpaHuyYeHne npuema renaTto- 1 HePOTOKCUYECKNX CPEACTB, KOPPEKLMS
Koarynonatun, noAdep)XaHne OnTUManbHOro 3anaca >»XWOKOCTU B OpraHusMme,
cMMnToMaTuyeckasa Tepanuss 0OoneBoro CcuHApPOMa (aHanbreTuku), npPU3HaKoB
nopTanbHOW MMNEePTEH3UN (ANYPETUKKN, TEPANEBTUYECKMI NANapoLEeHTE3 Npu acuuTe),
KOPPEKUMS MNOYEeYHOM HedocTaTodHOCTU (remoamanuns), JiedYeHue [ObixaTerbHOMN
HeJOCTaTO4YHOCTH.



e IIporno3 3a6ojeBanus HEONAronpPUATHLIN Y NALUMEHTOB C COMYTCTBYOLLMMU XPOHUYECKNMI 3aD0NeBaHUAMM
Ne4YeHn, BbLICOKMM coaepxaHnmem 6bunupybuHa B KpoBu (Oonee 68,4 MKMOMb/fl) B pPaHHEM
nocrneonepaunoHHOM nepuoae nocne TpaHcnnaHTaunm KOCTHOro Mo3sra, MHPEKLUNOHHbLIMU 3a00neBaHnaMN,
BO3HUKLLMMW NpW  NPOBEAEHUM XumuotTepanuu. JleTanbHOCTb MNPU  BEHOOKKMIO3MOHHOW ©OMe3Hu
obycrioBneHa pasBuTUEM MOSIMOPraHHON HEAOCTAaTOMHOCTU, 3aBUCUT OT TSKECTU TevyeHus 3aboneBaHnsa U
cocTaBnseT Ao 3 % npu 3aboneBaHNN NIErKOMN CTENEHN TAXKECTN, OKOS0 20 % — NPU CPEAHETSHKENOM TEYEHUN
N 98 % — MpPU TSHXKENOM TeYEHUN DONE3HM.

e IIpodunakruka. Metogbl NepBMYHON MNPOMPUNAKTUKM BEHOOKKNO3MOHHOM 60ne3Hn He paspaboTaHbl.
BTopunyHass npodpunakTtuka 3sakniyaeTcss B TWaTtenbHOM OTOope MNauMeHTOB AN1IA NPOBEAEHUS TpaHC
nfaHTaumMmM KOCTHOro Mo3ra, MUCMosSib30BaHUM CTaHOAPTHLIX A03 XMMUoTepanuu, npekpalleHun rnpuema
TOKCMYECKNX JIEKAPCTBEHHbIX MpernapaTtoB Kak rnepsornpuynHbl 3abonesaHuns. Y 1/3 60nbHbIX 9ddEKTUBHO
HasHa4YeHUe pPeKOMOMHAHTHbIX aKTUBATOPOB TKAHEBOro Mfia3MUHOrEHa (B OTCYTCTBME MPU3HAKOB
renatopeHanbLHoOro cuHapoma U AbixaTenbHOW HeaoctaToyHOCTW). [MaumeHTbl C NOBbIWEHHbIM PUCKOM
Pa3BUTUS  BEHOOKKMIO3NMOHHOM  OOfiesHM  OOMKHbl  HabnogaTbCA  COBMECTHO — remaTorioramu,
NynbMOHOI0ramm, Hedopornoramu, HeeBposnoramuy, UHPEKLMOHNCTaMU, peaHUMaTosioramum.



CHUHIPOM KPIOBEJIBE — bBAYMIAPTEHA

e Cunppom KproBenbe — baymraprteHa (KptoBernibe — baymrapteHa
UMPPO3 MeYeHun, aTtpodpuyeckmm umppo3) — aHomManumsa pasBUTUA
(HesapallueHMe nNyrnoyYHOM BEHbl), COMNPOBOXOAKLWAACA CUSbHbIM
BEHO3HbLIM WYMOM B obractm nynka W CUMMTOMaMu rnopTanbHOW
TMNEePTEH3NN, C BO3MOXHbIMW BPOXAEHHLIMM aHOManUAMWU BOPOTHOWU
BEHbl N UBMEHEHUAMMN B CAMOMN NEYEHW.



* )THOJIOrUS U NMATOreHe3.

« Yalle xapaKkTepHble Mpu3Hakm CMHApPOMa pa3BmMBatOTCH BTOPUYHO Y OOJTbHbIX
LMPPO30M NeYeHmn Npu BHYTpUNe4YeHOYHOM 3aKyrnopke BETBEN BOPOTHOW BEHbI U
pekaHanmaaunm nynovyHom BeHbl, a Takxke rnpu aHaodredbnte ne4YeHOYHbIX BEH C
pacnpocTpaHeHNneM nNpoLecca Ha HMXKHIOK MOosyto BeHY (cuHapom bagga — Kuapw,
bornesHb Knapwu), 4to, B CBOKO O4eEpEdb, COMPOBOXOAETCA pa3BUTUEM LIMPPO3a
NneyeHu.

e KIMHMYEeCKAasA KAPTHUHA.

* Begywmmum cumntomamm 3aboneBaHus SBNAOTCA BEHO3HbLIN LLUYM, BbICITyLUMBAEMBbIN
B obnacTtu nynka n gocTuratoLmm 3Ha4nuTerlbHON MHTEHCUBHOCTH («4bABONbCKUN
LLYM»), U pe3Koe pacLunmpeHne BeH BPIOLLHOW CTEHKN B 0bnacTu nynka B BUge
«ronoBbl Meay3bl». XapaKTepHbl N Apyrue nposBneHnsa nopTanbHOU rMnepTeH3nn
(XpoHMYyecKkasa crnrieHomMeranua ¢ rmnepcneHn3mMomM, BblpaXXeHHbIN acuuT,
BapUKO3HOE pacLuupeHne BeH nuiieBsoaa).






e /luarsocruka

* OCHOBaHa Ha JaHHbIX KITMHUYECKOW KapTUHbI, OOHOrpammbl 1 gonnneporpadonieckoro
nccrnegoBaHuUsa opraHoB OpHOLLHOM NONOCTU. J1abopaTopHbIEe N3MEHEHUS (B 0DLLEM K
BMoOXMMMYECKOM aHanmn3ax KpoBu, KoaryrnorpaMmme 1 p.) 3aBUCAT OT CTEMNEHN NOPaAKEHUS
NapeHXUMbl MEYEHN U HE ABNAITCA cneundunyHbIMU a8 JaHHOro 3adboneBaHus.

e [lpu npoBeaeHnun hoHorpaduyeckoro nccriegoBaHusA WM B odnacTu nynka
onpeaensieTca Kak HeaudggepeHUUpPOBaHHbLIU, HE CBA3aHHbIU C LUKNaMuU cepaedvyHoun
AeATesNIbHOCTU, C MaKCUMarnbHbIMU 3HAYEeHUAAMU B BbICOKOYAaCTOTHOM AMana3oHe (B
OTNinyue OT LUYMOB MNMpu NopoKax cepaua u aHacCToMmo3e Mexay BOPOTHON BEHOU U
neyeHo4yHou apTepuen). NMpu gonnneporpadum onpenenserca peTporpagHbIn
KPOBOTOK B NyNOYHON BeHe NPU3HaKN NOpTanbLHOU rmnepTeH3nn. Ans
noaTBepPXAeHUs AuarHo3sa TpedbyroTcsa cnneHonopTorpacdma n kasarpadus.

 [laHHOe 3aboneBaHne Heobxoaumo anddepeHunpoBaTh C LMppo3amMmm NevYeHn apyron
STUOMNOTUN.

» JledeHUe B OCHOBHOM cuMmnToMaTuyeckoe. HanpasneHo Ha yMeHbLUEHME nNopTanbHOU
rmnepTeH3nu (QUypeTunkmn, onepaTtmBHoe BMeLLaTeNbCTBO) U Ne4eHOYHOW He4OCTaTOYHOCTM.

» [Ipo2H03 3aboneBaHnsa HebrnaronpuATHbIN. [laymMeHTbl NorMbatoT OT KPOBOTEYEHNN U3
BAapMKO3HO pacLUMPEHHbIX BEH NULLEBOAA, reMOPpPOUaaribHbIX BEH UMW NEYEHOYHOM
HEeOOCTaTO4YHOCTN.
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PucyHok 12. LiBeTHas aonnaeporpapus.
CuHapom KproBeanbe — bayMmrapreHa:

OnpeAensieTcsl peTporpasHbii KPOBOTOK B
nyno4yHou seHe (no K. Seitz, 2000)







