* Bone3Hb PaHpgro-Ocnepa-Be6epa
(HacnepcrtBeHHas
remopparmyeckas
TeneaHrMo3kKTa3us)



*OnpeneneHu

*Bone3Hs  PaHglo-Ocnepa-Be6epa -  Hacneacteed@e
3aboneBaHue, xapakTepuayrwleecsa TpaHCOpMaLUeEN MENKUX COCya0B
B MHOXECTBEHHble TerleaHrMo3KTa3nu (nokasnbHble paclunpeHud

COCydoOB) BCrieaACTBME UX CTPYKTYPHOM  HEMoOSIHOLEHHOCTU U
NposABNAloLLEECA KPOBOTOUMBOCTLIO (reMmopparnamm)

* KoarynsiumMoHHbI 1 TPOMOOLMTaPHbI reMOCTa3 He HapyLueHbI




Y *3STuonorus n
: * HegocTaTO4HO 3YYeEHbI naToreHes

* 3aboneBaHVe OTHOCUTCS K HEMPOKOXHBLIM CUHAPOMaM (hakomaTosam)
acriegyercd no ayToCOMHO-4OMUHAHTHOMY TUNY

" 3a pa3suTtue 60ne3HM OTBEYAIOT 2 reHa:

° reH, OTBETCTBEHHbLIN 3a aHAOrMUH (ENG), pacnonaraerca Ha Xpomocome 9g33-q34 u
KOHTPONUPYeT BbIPpaboTKy BCTPOEHHOr0 MEMOpPaHHOro rfIMKONPOTENHA, KOTOPbIN
aKcnpeccunpyeTca Ha 9HOOoTENNarbHbIX KNeTKkax cocyaoB

® [eH, OTBETCTBEHHbIN 32 aKTUBUHOMOL06HLIN peuenTop Ans depmeHTa KMHas3bI-1
‘ , TpchcbopMMpyrou.mft
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*OTuonorua n

*MyTauumsa aTux reHos, yyacteyowmx B BocctaHoeneHn TRIGMTIO MRS,
NPVUBOAMT K CrieayioLLMM NaTonorM4eckum rnpoueccam:

°® pa3BuTUIO OedeKToB cCoeduMHEHUI, aereHepaumm aHOoTennanbHbIX KNEeToK,
cnaboCcTn nNepuBacKynsipHOM COEOMHUTENbHOW TKaHM — Aunartauuu
Kanunnspos W NOCTKanUNNApPHbIX BeHyn, NaTONOrM4YecKom
BacKynsipusauum, NPOSABNSAOLLIENCS TerneaHrnoaKkTa3namm 7

apTePUOBEHO3HbLIMU LUYHTaMMU

® NoTeps MbILLEYHOIo CNOoA N HapyLleHne arnactn4eckoro crod cocyaoB MOXET
' Gl S TR HIJTOXHE I'eHbI XOpolIHe reHbl

Efl BAHOBATBI FEHBI



*T'mcTonoruyeckas

* HenpaBunbHo dhopMbl CMHYCOO6pa3Hble pacLLunpeHus cocy;lﬂalprrlmﬂrhae

CTEHKUN KOTOPbIX 06pa3OBaHbI gHAOoTelnunalibHbiMnn  Krnetkamm wu pleJ'IOVI
COEAVNHUTENBHON TKAHbIO

*Kak nposiBNieHMe Me3eHXMMarnbHON [MCMMasMn CcoveTaeTcs C ApYrmu

HaCneACTBEHHbIMW aHOManNuUsMMU  KOMMareHoBbIX CTPYKTYpP, C 60ne3Hbio
BunnebpaHga v apyrmummn TpomoounTonatTusaMmn . = nﬁi”“ﬁ

bonesHb PoHato-Ocnepa B codeTaHuu
CUCTEMHOM CKnepoaepmMmmen




*KpoBOTOUYMBOCT

*KpOQOTquBOCTb CBSi3aHa C MaroW pPe3UCTEHTHOCTbIO U Nerkgu
PAHVMOCTBIO COCYOMCTOW CTEHKM B MECTax aHrMo3KTas3uu, a Ta

aboun ctumynsunen arperauym TpPOMOOLMTOB U CBEPTLIBAHUS KPOBU B
STX y4aCTKax (XOTS MOKa3aTEeNM reMoCcTasa B LIENOM HE M3MEHEHDbI)

.




*KnuHnyeckas

*MNpeobnapaioT peunavBUpYIOLLME KPOBOTEYEHUS] U3 TeK@-ptpma
pPacnonoXeHHbIX B NOSOCTU HOCa

*Pexxe KpoBOTOYAT TENeaHrVoaKTa3uyu Ha kanme ry6, crmaucTbix obomnoukax
POTOBOW NOMOCTW, IMOTKK, XXEenyaka, MOYeBbIBOAALLINX NYyTEN

*Yucno TemeaHrVoaKTasuili U KPOBOTEYEHWUI HapacTaeT B Nepuop MonoBOro
co3peBaHus 1 kK 20-30 rogam

= npl/l HaJTIn4nn apTepunoBeHO3HbIX LIJyHTOB O,EI,bILLIKa LMaHO3, TMNOKCUYECKUN
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*KnuHnyeckas

* PEHTrEHOMNOMMYECKN — B JIETKUX EOANHUYHBIE OKPYITIbIE MM Henpmplwaﬂ
TEHU, HepeOdKo oW UbOYHO rpuHUMaeMsie 3a ornyxosnu (!11)

*BO3MO>KHO coyeTaHne C I'IpOJ'Ia6I/IpOBaHI/IeM CTBOPOK KrlanaHoB cepaLua,

MNepMoOOUNBHOCTLIO  CyCTaBOB, BbIBUXaMW W OPYTMMU  Me3eHXMMalbHbIMU
HapyLeHusmu u ¢ gecuuntom daktopa BunnebpaHga — cuHgpom KBuka

* BO3MOXHO pa3BMTME NOPTanbHOM rMNEpPTEH3NN 1 LMPPO3a NeYeHH
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*TeneaHruosaKTasum

* KpacHble unu nypnypHble 06pa3oBaHusi, crierka NogHUMatoLLmMecs: Hag YpOBHEM
KOXW, NOSIBNAOTCA Yalle Ha cnuaucTon obonoyke Hoca u pta, rybax, koxe nuua,
rPYAWN, XKMBOTa U KOHEYHOCTEMN

* BenuuuHa konebnetcs ot OynaBQYHQIA FONOBKU 10 2-3 CM
: ‘.-‘-;é, n # d
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* BnenHerT NoDU Han
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*Tunbl
*pannnfi€@JECAH rMQaKKTaM‘IbHoﬁ
doopmbl

*NpomMeXyTOuHbIi — B BUAE COCYAWUCTbIX
nay4koB

* No3aHuin (y3noBaTbIi) — B BUAE APKO-KPACHbIX

Mosannit.
(y3ﬂ.OBaT,BIM




* InarHocTU4YeckKue
* CemelHbIN xapakTep 3a6oneBaHuA Kp NntTe p nm

* TeneaHrnoakrasnm (paHbLUe NoSsIBNAKTCS Ha rybax, -4
KpbINbsSX HOCA, LWeKax, Hag OpoBsiMKM, HA BHYTPEHHEN
NOBEPXHOCTU LUEK, A3bIKE, AeCHAaX, CIIN3NCTOMN
obornoyke Hoca)

*Yale maHUbecTMpyeT HOCOBLIMU .

KpoBOTEYEHUAMM (CKNOHHbIMU K
peunanB1MpoBaHnIO)

e
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*leoprle, WHorAa cmepTenbHble KpoBoTeveHUsd,” & ‘
HabnaaTCa U3 TeNeaHrmoaKTasnm S g
AblxaternbHon, modernonoBoun cuctem, KKT

& ConyTtcTBytowmn aeduvumnt dakropa
BunnebpaHpa

* PasBuBatoLnincs ¢ Te4eHnem BpemMeHu Lmppos - -
nequM s LERI%

*I/IHTerpaanble TeCTbl KoarynorpamMmmvbl B [ e VORI P
HOpMe (Heobxoammo onpegeneHne gakrtopa B 2l e AN




*MpodunakTn

* U3b6exaHue TPaBMaTUYHOCTU CIIN3UCTbIX 0B6OMNOYEK B MECTaX pacnonoxﬂ—aq
aHrMom

& CwmasbiBaHMe CrM3NCcTon NoMoCcTy Hoca NaHONMMHOM

& [MpeaynpexneHue n nevyeHne pUHUTOB N OPYrnX BOCNanmUTeSibHbIX MPOLIECCOB
CNN3NCTbIX 0bono4vyek

4 [MpoTBONOKa3aH npuem acnupuHal!l — HapywaeTt pyHKUMI0 TPOMOOLINTOB

* OrpaHnuMTb ynoTpebneHne OCTPOoil MULLM, MPUEM amnKorons — YCURMBAIOT
KPOBOTOYMBOCTb




*NeyeHue

*IINs OCTaHOBKW KPOBOTEYEHUS — OpOLLEHUE
pacTBOPOM TPOMOWHA, aMWHOKarNpPOHOBOM
KUCNOTbI, 8APOKCOH BHYTPUMbILLIEYHO

“TamnoHaga Hoca — MO  MOKasaHUSIM
(lwapawasa!!!)

* MpwxuraHns cnUancTomn — He NpeaynpexaatoT
NOBTOPHbLIX KPOBOTEYEHUN, MOryT
cnocobCcTBOBaThL NX YYaLLEHUIO

* NokanbHoe  BO3adencTBUE nasepom Ha

KpOBOTOYaLLMEe Cocyabl, KpuoTepanus XXUaKkmm
a30TOM

*Mpn yacTbiX, OBUMbHLIX KPOBOTEYEHUSX -
XUPYpPruyeckoe rievyeHmne (MccevyeHme y4acTkoB
CIIM3UCTOM C  pPacCrofiOKEHHbIMW B HUX
TeneaHrnoakTasnamm, nepess3ka
npuBOaALLEN apTepuUn)
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* Cnyyvai KNMHUYECKOW [UarHoCTH

aTunnyHou coopmbl 6onesHn PaHato-
Ocnepa-Bebepa

*BonbHas B., 45 net

*TocnutanuavpoBaHa B Bomokonamckyo LUPB ¢ auarHosom:
«CnoHTaHHOe cybapaxHouaaribHOe KpOBOU3NMUSHUE»

* InarHo3 noaTBepXXaeH AaHHBIMU CMIMHHOMO3IOBOW NMYHKLMM

“Ha 10 cyTkm 3aboneBaHusi, Ha (hOHE afeKBaTHOTO JleYeHWs,
Pa3BUNOCb  KULIeYHoe KpoBOTe4YeHMe —  OCTaHOBJIEHO
KOHCEpPBaTUBHbIMW METOAAMU

*Ha 12 cyTku 3aboneBaHusi — cnabocTb B MpaBbiX KOHEYHOCTSIX,
HapyweHne pedn, npu KT-ronoBHoro Mo3ra BbidBreH
rMNo4EeHCUBHbLIW o4ar napaBeHTPUKYNAPHO B NeBoU remucdepe

*B KNUHUYECKOM aHanuse KPOBW: apuUTpounTbl — 2,99x1012/n,
remorrnoouH —90 r/n



* Cny4an KNMHUYECKOM AMarHoCTN aTUNUYHOMN
cdopmbl 6one3Hn PaHaro-Ocnepa-Bebepa

*YcraHoBneH  AmarHo3:  «CrnoHTaHHoe  cybapaxHouaanbHoe — KPOBOW3MUSIHUE,
OCJTIOXKHEHHOE aHrmocnasMoM W WMHAAPKTOM rOSIOBHOINO Mo3ra B ©accenHe reBom
cpeoHen MO3roBoM apTepum B BUAE YMEPEHHOrO0 MNPaBOCTOPOHHEro remunapesa
daumnobpaxmanbHoro TMna. CocTogaBuleecs KnweyHoe KPOBOTEYEHME.
[MocTremopparnyeckaa aHeMUsi NErkon CTeneHn», NPoaosmKeHo aAndpdepeHuUnpoBaHHoe
neyeHne cybapaxHouganbHOro KPOBOU3MUSHUA C YYETOM aHrmocnasma u uHdapkta
FONTIOBHOro MO3ra

*Ha 13 cyTkn 3abonesanus npu Y3, aynnekcHom ckaHupoBaHun MAI B 6acceiiHe
JICMA noumpoBaHbl BblpaXXeHHble TYpOyneHTHbIe NOTOKN CO 3HAYUTESTbHBIM CHUXKEHUEM
NyfbCOBOro MHAEKCA (MPU3HaKn apTepmo-BeHO3HON ManbdopmaLmmn)

%Ha 17 CyTKuU 3aboneBaHust Kue4yHoe KpoBoTe4dyeHne nMnoBTopusioCb, OCTaHOBIIEHO
KOHCepBaTUBHbIM METOOAAMU

* B KNUHUYECKOM aHanmnse KPOBW: 3puTpouUmnTbl — 2,49x1012/11, reMornobuH — 74 r/n.

*Ha cnepylowmii AeHb BbIMOMIHEHA KOMOHOCKOMNWS, BbISIBMEH AVMBEPTUKYNE3 NeBbIX
OTAENOB TONCTOWN KULLKKM, NPU3HAKM COCTOSIBLLErocs KPOBOTEYEHNS U3 HEYCTaHOBMEHHOTO
NCTOYHMKA, PacronoXXeHHOoro B Hucxoasien o060a04HON K1LKe



* Cny4aun KINMHUYECKOMN AMarHoCTy aTUMUYHOM
cdopmbl 60ne3Hn PaHpro-Ocnepa-Bebepa

*Ha doHe remocTaTuyeckoi Tepanuu Ha 19 cyTKM BO BpeMsl Aedekauyn BHOBb
Pa3BUNOCH KNLLEYHOE KPOBOTEYEHMNE

*Ha 20 cyTku BbINomnHeHa onepauus: nanapoToMus, YCTPaHEHWEe KPOBOTEYEHUS W3
OVBEPTUKYMa Cene3eHOYHOro yrra TONCTON KULLKW (MPOLWKUT U NUTMPOBaH cocyd C
TPoMOOM Ha AHe ANBepTUKyna)

* Mocne remoTpaHcdysum, Ha creayrLwnn OeHb nocrie onepauum, B KITMHUYECKOM
aHanunae KpoBW: SpUTpoOLUTbI — 2,62X1012/n, reMorfiobuH — 76 r/n

- Ha 22 CYTKHA 3aboneBaHnst BO3HMK peunamnB KMWLEYHOro KpoBoTe4eHUA, BbIlNMOJIHEHA
onepauua: pesianapotomMmma, nCCe4eHme onyxosnun TOLLEN KULLIKN

*npl/l TMCTOJ1IOr’M4eCKoOM WmnccrneaoBaHNMnM OKasaJiCA o4Yar J3KTOoMnu I'IO,D,)KeJ'IyﬂO‘-IHOﬁ
xXeresbl



* Cnyyan KNnMHMYECKOMW AMAarHOCTU aTUNNYHOM
dopmbl 6one3Hun PaHato-Ocnepa-Bebepa

* Ha 26 cyTkn 3aboneBaHus 6orbHas noxarnosanacb Ha BHE3amHO BO3HVKLLYIO PE3KyHo
rOfIoBHY0 605b, 3aTEM — yTpaTa CO3HaHUS

B ALl nocturano 210/100 MM pT. CT.

* B aKCTpeHHOM nopsiake BbinonHeHa KT-ronoBHOro Mo3ra, BbisiBIieHa BHYTPUMO3roBas
remaTtoma B fieBoi IobHom gorne o6bemom 23,5 Ky6. cM, NaHreMOBEHTPUKYNES

* CocTosiHMe 60MnbHOM CTPEMUTENBHO YXYALIANoCh

“YunTbiBas 4 anu3oga KULLIEYHOrO KPOBOTEYEHWMS M 2 9MM304a BHYTPUMO3FOBOIO
KPOBOU3STMAHUA BbICKa3aHO MNpeanoroxeHne o Hanvumm y 6onbHon 6onesHn Ocrnepa-
Panato-Bebepa (Mpn OTCYTCTBUM KNACCUYECKUX KOXHBIX MPOSIBIIEHUA U CBEOEHUU O
Hanuumsa 3abonesaHna y OriMs3knx poacTBEHHUKOB)

* Ha 30 CYTKM 3aboneBaHus HacCTynNuN NneTanbHbIA UCX0A



* Cny4an KNMHUYECKOM AMarHoCTN aTMNUYHOMN
dopmbl 60one3Hn PaHaro-Ocnepa-Bebepa

*Tpn naTonoro-aHaTOMMYECKOM WCCIedoBaHUM ymepluel 6omnesHb
Ocnepa-PaHato-Bebepa 6bina noareepxaeHa

* OCcoBeHHOCTbIO Cryyasi SBMMach NMPEeUMYyLLECTBEHHAas MnoKanusaums
aHOMarbHbIX COCYOOB B >XeMy[O4YHO-KULLIEYHOM TpakTe (TOoLlen u
000104YHOW KULLIKE) Y TONTOBHOM MO3re

“3aboneBaHne OCMOXHUMOCHL CMOHTAHHBIM  Ccy6apaxHouaanbHbLIM
KPOBOU3NUSHUEM, NHAAPKTOM JIEBOr0 nonyLapmsa rorioBHOr0 Mo3ra,
NapeHXMMaTO3HO-BEHTPUKYNSAPHBIM ~ KPOBOU3MUAHMEM B JIEBOM
nosyLwapumn roffloBHOro Mo3ra BCreacTBue paspbiBa apTePUOBEHO3HOM
Manbdopmauunm

“M3 conyTCTBYIOWMEN MATONOMMN BbISIBNEHbI AMBEPTUKYNE3 TONCTON
KWULLKKW, 3KTOMUS TKaHW MOAKENYyO4OYHOW Xenesbl B CTEHKe ToLleun
KWULLIKW, XPOHUYECKNN renaTtuT HeyCTaHOBNEHHOW 3TUOMOMNKn, XXNpPOBOM
renaTtos

*HenocpencTBEHHON NPUYMHON CMepTU BOMNbHOM NOCNYXWUN OTeK

-



* MaTepuanbl naTonoroaHaToOMU4ecKoro
BCKPbITUS




* MaTepuanbl naTonoroaHaToOMU4ecKoro
BCKPbLITUA

g




*Cnacun6o 3a BHMMaHue!

«L{enb meduyuHbl — oeucmeue, a He oxudaHue. OrnacHocmb
owubumbcsi 8 duacHo3e eceeda eeriuka, HO eWé ornacHee
puckoeamap XU3Hb 6051IbHO20, ocmasue e20 be3s yie4eHUSsI ».

Knoo bepHap




