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OCHOBHBIE INPUHIUIIBI JTUATHOCTUKH
3ABOJIJEBAHUM CUCTEMBI KPOBU

Knunnuyeckue mnposiBieHus 3a00jeBaHUN KpPOBH MHOT0OOpa3Hbl UM MOTYT OBITh
00BEAMHEHBI B PSJi CUHAPOMOB.

AHeMMYeCKHIi  CHHAPOM  TPOSIBISIETCS  CJIabOCTbIO,  TOJIOBOKPY>KEHUEM,
00OMOpPOKaMH, OPTOCTATHUYECKUMHU DPEAKIUSMH, TaXUKapaueH, CHUKEHUEM apTepHalbHOIO
JIABJICHUS.

MexaHu3M: CHUKEHUE 00beMa LUPKYJIUPYIOMIEH KPOBU, THIIOKCHS.

BoIpakeHHOCTh TMPOSBICHUN 3aBUCUT OT CTENEHM CHUXEHUS TIeMorjoOuHa W
o0beMa LMPKYJIUpYIOIIEH KpPOBH, CKOPOCTHM pa3BUTUA aHemuu. llpu MemyieHHOM
CHIDKEHMM YpPOBHS TeMOTJIOOMHA YeJOBEK aJalTHPYeTCs U XOPOUIO MEePEHOCUT aHEMUIO
JIETKOM M JaXke cpellHel cTereHu TskecTH. beicTpoe majgeHue remorioOuHa HaboHaeTCs
IpU OCTPOW KpoBomoTepe (B JaHHOM cllydyae HrpaeT pojib W CHIDKEHHE oObeMa Iup-
KyJUpPYIOIIE KpOBM), TIE€MOJM3€ U CONPOBOXKIAETCS BBIPAXKEHHBIMU MPOSBICHUSIMU
AHEMMYECKOI0 CHHIPOMA.

I'emopparnyeckuii CHHAPOM TIIPOSIBISAETCSA IOBBIIMIEHHON KPOBOTOYHMBOCTBIO —
HaKJIOHHOCTBIO OpraHM3Ma K IOBTOPHBIM KPOBOTEYEHUSM U KPOBOU3JIUAHHUAM KakK CaMo-
IIPOU3BOJIBHBIM, TaK U IOCJIE HE3HAYUTEIBHBIX TPABM.

Y 310pOBOTrO 4eENOBEKa HET TIeMOpparndeckoro aHamuesa. Ponbl, 3aXuBieHHE
NyNOBUHBI, CMEHa MOJIOYHBIX 3yOOB TMpoTekaloT ©0e3 OOoJbLIOH  KpPOBOMOTEPH.
Menctpyanun qusatea 3 - 5 gHed. BelcTpo HacTymaeT reMocrtas Iociie TpaBM, OIEpaluii,
€CJIM HE IOBPEXKAAITCS KpymnHbIE cocyapl. Ha Koxke penko BO3HHKAIOT KPOBOTOYHMBOCTH
WIM KPOBONOJATEKHU, JaK€ IOCJIE CWIbHBIX YHIMOOB MATKMX TKaHeW. Jlomyckarorcs: y
KEHIIMH CHHSYKM Ha HOrax, y JeTeW MpU CUIBHOM KallUle WIM PBOTE CUHAYKHU U METEXUU
BOKpYT IJ1a3 U Ha Iee.

MexaHnu3Mbl KpPOBOTOYMBOCTH: JA€PUIUT WJIM TMATOJOTHS TPOMOOLIMTOB; AePULIUT
(bakTOpOB CBEPTHIBAHUS; MATOJOTUS COCYIUCTON CTEHKH.

Tunel KPOBOTOUYMBOCTH:

1) cemamommuiii, WU MAKpPOUUPKYAAMOPHBIL, mMun: MacCUBHbIE, TIyOoKHe,
HaIIpSKEHHbIE U O4YEHb OOJIE3HEHHBIE KPOBOM3JIMSHHS B MBILIIbI, KPYIHBIE CYCTaBBhI,
NOJAKOXXKHYIO M 3a0pIOIIMHHYK KJIETYaTKy, TKaHM; [O3JHUE IOCJIEONepaliOHHbIE
KpPOBOTE€YEHHUs; TE€MAaTOMBbl IIOCJIE€ BHYTPUMBILIEYHBIX HWHBEKUUNA. XapakTepeH i
reMo(uiIny, nepeo3upPOBKU renapuHa;

2) nemexuanvHO-NAMHUCMBLL  (CUHAYKOGYLL), WIU MUKPOWUPKY JIAMOPHDbLIL,
mun: MEJIKOTOYEUYHbIE KPOBOU3IMUSAHMUSA B KOXKY, CIH3UCTBIEC, IETEXWUU, KPOBONOATEKHU
pPa3IMYHOM BEJIIMYMHBI U JABHOCTH; KPOBOTOYMBOCTb CIM3HUCTBHIX, JACCHEBBIE, MATOYHBIE,
HOCOBBIE KPOBOTEUEHUS; IJIUTEIbHBIE MEHCTPYallUH; IUIUTEIbHBIE KPOBOTEUEHMS I10CIIE
MajbIX omepanuii. XapakTepeH iIs TpPOMOOIMTONEHUH, TPOMOOUMTOMATHH, Tie-
PENO3UPOBKU HEINPSIMBIX AHTUKOATYJISHTOB;

3) cmewannwvlii  CUHAYKOB0-2EMAMOMHbBII MUN XAPAKTEPU3YETCS COYETAHHEM
NEeTEeXHAIbHO-TIATHUCTOW KPOBOTOUYMBOCTH C MOSBJICHUEM OTAEIBHBIX OOJIBIINX TE€MaTOM.
XapakTepeH i CHHAPOMA JAUCCEMUHHMPOBAHHOIO BHYTPHUCOCYIHUCTOTO CBEpPTHIBAHUS,
IIEPEI03UPOBKU AHTUKOATYJISHTOB;

4)  eacKynummuo-nypnypuvlii  mun:  T€MOpparud  IPEUMYINECTBEHHO  Ha
KOHEYHOCTSAX HUKHHUX, PEKE HA BEPXHUX, KUBOTE, TYJOBUILE — CUMMETPUUYHBIC, BHAYAJIE



SApKO-KpacHble, 3aTeM OJieqHEeIoT, npuolOperas OypoBaTyl0 WIM KOPUYHEBYIO OKpPAacky;
CBIIIb MOJUMOpP(HA: KPOBOM3NMSIHHS DPAa3HOM aBHOCTH, CBEXHE YETKO OTTPAHUYEHBI U
CllerKka NPUIOAHATHI HAJ KOXEH (BOCHAJIEHWE); IOSBICHUIO CBHINM MPEIIIECTBYIOT 3Y[,
NOBBIIICHUE TEMIEPaTypbl; IOCIE CBIIM OCTAeTCAd MNUITMEHTAalus. XapakTepeH s
BaCKYJIUTOB;

5) ancuomamo3uwiit mun: ynopHblE, CTPOTO JIOKAJIW30BaHHBIE U IPUBSI3AHHBIE K
JIOKaJbHOM COCYAMCTOW NATOJIOTMM KPOBOTEUEHHS. XapaKTEepeH Uil TeJICaHTMIKTa3ui,
AHTHOM.

Jlumdanenonatus (yBenudeHne ITUMGATUUECKUX Y3JIOB) BCerja TpeOyeT MOJHOTO
aHaJli3a KPOBU C MOJCYETOM PETUKYJIOLUUTOB U TpoMOOUUTOB. OOHapyk eHUE B KPOBU OT-
KIIOHEHUM TpU OTCYTCTBUU KAKUX-TMOO TPUYMH MOXKET YKa3blBaThb Ha MAaTOJOTHIO
CHUCTeMbl KpPOBH M TpebyeT HcciefoBaHHs KOCTHOTO Mosra. [lopaxkeHHbie JHUMQOY3IIbI
OOBIYHO MSTKOW KOHCHUCTEHLIMU, HE CHastHbl MEXAY COOOM.

CniieHomeranus  (yBEJIMYEHUE CEJIE3€HKH) YCTAHABIMBAETCS Ha OCHOBAHUU
nanpnanuu opraHa u meroaa Y3U. HopmanbHylo cene3eHKy MponajblupoBaTh HE
yaaercs. ClieoBaTelbHO, €CIAM OHAa NalbIUPYeTCs, 3HA4MT, OHa yBenudeHa. llpu
BBISIBJICHUH CIIJICHOMETAJIUU HMEIOTCSI OCHOBAHMS TMPEIONOXKUTh 3a00JieBaHHE KPOBU:
ClIeyeT caenaTh MOJIHBIM aHalIu3 KPOBU C MOJCYETOM PETHUKYJIOLMTOB U TPOMOOIUTOB. Y
yacTu OONBHBIX € 3a00JeBaHUSMU KPOBH MOXKET OTMEYAThCs W YBEIWYECHHE II€UYEeHU
(remaTomeranus).

OTmeuaeTcst CKIOHHOCTh K HH(MEKIMOHHBIM 3a00JIEBAHUSIM KOXH, bIXaTeIbHBIX
nyTed, JIETKMX, MOYEBBIBOASIIMX IyTeH, aHalIbHOW 00JlacTW B CBSA3M C JIeHKOINEHUEH
(TpaHyJIOLUTONIEHUEN).

SI3BeHHO-HEKPOTHYECKHEe TMOPA’KeHUS] KOKH U CIHM3UCTBIX 00O0JOYEK MOJOCTH
pTa, TIOTKU, KUIIEYHUKA BOSHUKAIOT B CBS3U C JICUKEMHUUECKON MHPUIbTpaIUEH.

Benymyio ponp B 1uarHoctuke W Jaud@epeHnHanbHOM IUAarHOCTHKE UIPaIoT
nabopaTopHble METOJbI UCCIIEAOBAHMUS.

Knuandeckuii pa3BepHyTBHIM aHanmu3 KpoBU (C TIOJACYETOM TPOMOOILMTOB H
PETHKYJIOIUTOB) MOXKET MPENIOCTAaBUTh OUYEHb LEHHYI0O MH(POPMALHUIO.

CrepHanbHas MyHKUMS WIM TPENaHOOMOINCHS C OIEHKOM MHEeIorpaMMbl HIParoT
pOJb B JIMarHOCTHKE TreMOOJacTO30B, HEKOTOPHIX BUIOB aHEMHH M TeMOpparuvyecKux
JNaTE30B.

buoncus numdoy3noB sBIgeTCs HEOOXOAMMOW B TUArHOCTHKE HEKOTOPBHIX BHJIOB
reMo01acTo30B (IUMQOTpaHyIEMaTO3 U JIp.).



I'EMOBJIACTO3bI: OCTPBIE U XPOHUYECKUE

I'emo06.1acTO3aMH Ha3bIBAIOT IPYIIy ONYXOJIEH, BO3ZHUKAIOUIIUX U3 KPOBETBOPHBIX
KJIETOK B pe3yJbTaTe HX 3J0KAaUeCTBEHHOW TpaHcpopMmauuu. B rpynmy remobiiacto3oB
BXOJIAT:

- JefKo3bl - TeMo0JacTo3bl, NMPU KOTOPHIX KOCTHBIH MO3T MOBCEMECTHO 3acelieH
OITyXOJIEBBIMU KJIETKAMHU;

- TeMaTOCapKOMBbI - remMo0JacTO3bl, BO3HUKAIONINE U3 KPOBETBOPHBIX KIETOK, HO
IpeCTaBIIAIoNINEe cOO0 BHEKOCT-HOMO3IOBbIE pa3pacTaHusi OJacCTHBIX KIIETOK;

- IUM(GOUUTOMBI - OIYXOJH, COCTOSALIME U3 3peiblX JUM(OUUTOB WIH
o0pa3oBaHHBIE pa3pacTaHUSIMU, UIACHTUYHBIMU JUM(aTHUeCKOMYy Y31y, HO Majo WU
COBCEM HE MOPAXKAOUIME KOCTHBIM MO3T.

['eMm00J1acTO3bI XapaKTEPU3YIOTCS HAJTUYMEM PsiJa IPU3HAKOB!

- MEpPBUYHBIX, OOYCIIOBJICHHBIX Mpoiudepanueil OmyxoJeBbIX KIETOK (JIOKaJbHBIC
pa3pacTaHusl ONMyXOJEBBIX KJIETOK, YTHETEHUE HOPMAJIbHOTO KPOBETBOPEHMUS);

- BTOPUYHBIX, KOTOpbIE OOYCIIOBJIEHBbl MNEPBUUYHBIMU M COCTABISAIOT CYIIECTBO
00JIe3HEHHBIX MPOSIBICHUN (paznuyHble HH(PEKIHOHHbIE M HEKPOTUYECKHE IPOLECCHI,
reMopparuy, aHeMus).

Jlefiko3pl pensATCSs HaA JBE TPYNIbL: ocmpele WU XpoHuyeckue. B  OCHOBY
auddepeHuUpoOBKH  MOJO0XKeHa Mop(oNorus KJIETOK KpoBU.  Ocmpbie  n1eilko3vl
XapaKTepu3ylTcss TEM, YTO CyOCTpaT OMYXOJU COCTaBISIOT MOJIOJbIE, TaK Ha3bIBacMbIe
OmactHbie KJIeTKH (TuM@oOIacThl, MUET00IACTHI, MIa3M00JIacThl U Jp.). Buabl 61acTHBIX
KJIETOK MOP(OJIOrHYecKd HEpPa3IMYUMbl U OMPEAENAIOTCS C MOMOUIBI0 IUTOXMMHYECKHX
peakuuil. Xponuueckue JeiKo3pl UMEIOT CBOMM cyOCTpaToM MOpPGOJIIOTHYECKU 3pelible
KJIETKU (MTUMQOUUTHI, MUETOLMUTHI, MOHOLUMTHI U Ap.). Ha3Banus yeiiko30B IpOUCXOIAT OT
Ha3BaHMS BUJAA KIETOK - CyOCTpaToB JIEHKO30B.

Jdtnosnorusi. CBsizaHa C HapylLIEHUSIMH COCTaBa M CTPYKTYpbl XPOMOCOMHOTO
amnmapaTa KJIETOK MO/ BIUSHUEM Pa3U4HbIX MyTareHHbIX (aKTOPOB.

Honunsupyroas paguanus UrpaeT pojib B Pa3BUTUU OTIEIBHBIX BUJOB JIEMKO30B B
omnpezesneHHOM Bo3pacTe. OOHapykeHa OTYETJIMBAsl 3aBUCUMOCTb YacCTOThI XPOHUYECKOTO
Muenoaeiiko3a, ocTtporo JauM¢oOIacTHOTO JelKo3a JEeTCKOTo Bo3pacTa oOT JI03bl
WOHM3UpYIOIIEen panuanuu. lMmeeTcs CBsI3b 4YacTOThl HWHAYLMPOBAHUS JIEMKO30B H
BO3pacra 00Jy4aBUIUXCS.

XuMuyeckrue  MyTareHsl:  OeH30i,  (apMakKoJIOTMUecKHe  IIUTOCTaTUYEeCKue
npenaparsl  (a3amuonpun, JneiKepaH, me-mompexkcam, uukiogocgan, muenocan),
J1€60MUYeMUH.

Bupycel: HMMEIOTCS SKCHEPUMEHTAJbHbIE JAaHHBIE O pOJM BUPYCOB B Pa3BUTHU
JIEWKO30B.

HacnencTBeHHOCTB: JIEWKO3bl 4alle BO3HUKAIOT B CEMbSX, IIe YK€ HaOJI0ajuch
cllyyau Jieiiko3a aHaJoTMYHOM (OpMBI, 3aperucTpUpPOBaHbl TEHETHYECKHE Je(eKTHI;
UMEIOTCS HacJeACTBEHHbIe 3a0ojeBaHuUs, KOTOpble caMH MO0 ce0e He OTHOCATCS K
OIyXOJIEBOMY TpOIECcCy, HO MpeApacroiaraloT K pa3BUTHIO Jeiiko3oB (6one3np [layHa,
Knaitadenstepa, Tepuepa, cunapom Mopdana, HECOBEPIIIEHHBIN OCTEOreHe3 U Ap.).

Jleiiko3bl W3 KJIETOK JUMGOUIAHOTO psijia HEPEAKO pPa3BUBAIOTCA MpH OOJE3HSX,
KOTOpBIE CBSI3aHBI C AeeKTaMl UMMYHUTETA.






OCTPBIE “uko3

OcTpslii  Jeiiko3 - 310KauecTBeNr., OM\X0Jb CHCTEN.” ”"c”Z, OCHOBHBIM
CyOCTpaToM KOTOPOH SIBIAIOTCS MOJOJbIE, TaK HE. OJacTHBIE KJIETKH KPOBH.

OcTpple 7nelKo3bl OBIBAIOT MHEJIOOJIACTHEIE, ' BIIaCTHBIC, M3HOOIracTHEIE,
MUEJIOMOHOOJIaCTHBIE, MPOMUENIOIUTEP«BIE. TIa3MO0IacTHbIE, ..€; “(depeHUNPOBaHHbIE,
MaJIONPOLIEHTHBIE.

Knunnyeckas kapruHa. Hauamo neikosc3 ; g “MeeT KIMHUYECKOW KAapTHUHBI:
OoNbHBIE UYYBCTBYIOT ce0si 3J0pPOBBIMU BIUIOTH [0 IOBCEMECTHOTO pacceleHus
OMYXOJIEBBIX KJIETOK IO KPOBETBOPHOW CHUCTEME W Pa3BUTUS OPraHHBIX HapyIICHUH,
CBSI3aHHBIX C OMYXOJIEBBIMU pa3zpacTaHusMU. [lepBble MpOSIBICHUS HE MMEIOT KaKUX-THO0
XapaKTepHBIX WIM cheuuduueckux Mnpu3HakoB. JIeHKo3 MOXET HaYMHATBHCS JHOOBIM
CUMIITOMOM WJIH CHHIPOMOM: OCTpOE pecnupaTtopHoe 3a0ojieBaHUE, aHTHHA, THEBMOHUS,
MEHHMHTUT, PAJUKYJIHUT, OMyXO0Jdh B KOXKE€ WM B TJIyOMHE TOJKOXHOMW KJIETYaTKu, 0OIu B
KOCTSIX, TMOBBIIIEHHE TeMIepaTypbl 0e3 omnpeaeneHHbIX NpuyuH. [losTomy mpu mro6om
HESICHOM WJIM 3aTsHyBIIeMcs 3a00JIeBaHMM HEOOXOIUMO MPOU3BECTH HCCIEeI0BaHUE
KpoBH (moyiHbIM aHanu3). OHO MoOKeT OOHapyKUTh SBHbIE WJIM KOCBEHHbIE MpPHU3HAKU
OCTPOTrO JIEMKO3a.

[TosiBieHHE JEHKO3HBIX KJIOHOB B KOCTHOM MO3I€ MOYET NPUBECTH K YIHETCHUIO
HOPMAaJIbHOTO KpPOBETBOPEHHsS. OTO OOYCIOBIMBAET pAJd KIMHUYECKUX CHHIPOMOB.
['emopparnyeckuii cUHApPOM OOYCIIOBJIEH B OCHOBHOM TpOMOOLMTOIEHUEH. YTpo3a
reMOpparuyeckux OCJOKHEHUN YCUIMBAETCS, €CJIM YHUCIO TPOMOOLUTOB CTAaHOBUTCSA
menee 20x10°/1. Yame Bcero ompeaensioTcs IETeXHH U KPOBOIOATEKH, KOTOPhIE OOBIYHO
JOKANU3yIOTCS B CIU3HUCTBIX 000JOYKax pOTOBOM mMoJ0CTH (OCOOCHHO JecHax) W
KEITYJJOYHO-KUIIEYHOro TpakTa. OTMEYaroTCs CIOHTAHHBIE KPOBOU3JIMSIHUS B TKaHU LIECH-
TpaJTbHOM HEPBHOW CHCTEMBI, JIETKMX M JApyrux opraHoB. CKIOHHOCTh K HHQEKIUIM
CBSI3aHA C YMEHBUICHHUEM YHCIa TPAHYJIOLUTOB - OCOOEHHO BEJTUK PUCK MH(PEKUUN Npu
gncne rpanynorutoB Menee 0,5x10°/m. Ilpu Jeiiko3ax M JIEYEHHH LHTOCTATHKAMH
HapymaroTcss OapbepHble (QYHKUMM CIM3HCTBIX 00OJOYEK, MO3TOMY OPIraHHU3MBI,
BEreTHPYIOIIME Ha KOXE, CIU3UCTbK O000JOYKaX JbIXaTENbHBIX NyTeH M KelyA04HO-
KHUIIEYHOTO TpakTa, OOBIYHO CIYXKaT ATHUOJOTHYECKUMH (PaKTOpaMu HHQPEKITMOHHBIX
ocinoxHeHuii.Yame Bcero pasBuBaeTcs HWH(OEKIUS KOXH, IECEH, aHalbHOW 00macTH,
JETKUX W MOYEBBIBOIANIUX MyTe. AHEMUYECKUN CHHAPOM OOYCIOBJICEH COKpalleHHUEM
miamjiapMa KpOBETBOPEHHMsSI BCIJIEJICTBUE BBITECHEHUSI KpPAacCHOTO pOCTKa OJaCTHBIMU
KJIeTKaMu. BoJle3HEeHHOCTh KOCTeW Npu MOKOJauMBaHUM 00ycioBlieHAa MH(UIbTpanuen ux
JEHKO3HBIMU KJIE€TKaMU U CBUJETEIbCTBYET O HapaCTaHUM IpOLECCa.

[Ipu  octpom  ineiiko3e  MOryT ObITh  BHEKOCTHOMO3TOBBbIE  IMOpa)KE€HUS,
0oOyCJIOBJICHHBIC JIEWKO3HBIMU pa3pacTaHusIMU (JeHKeMUJaMu) B JIOOBIX OpraHax M
TKaHAX: JUM(PAaTUYECKUX Yy3JaX, CeJe3eHKe, IMEeYEHH, MO3TOBBIX 000J0YKaX, HEPBHBIX
CTBOJIaX, BEIIECTBE MoO3ra (HeilpoJielikemusi), KoXKe, JerKuxX, JecHax, moukax. Ilpu
COJICp)KaHUU JIEMKOUUTOB KpoBH Hmke 1x10%, a Takke NpH HAIUYUM JIEUKEMUYECKOU
UHOUIBTPALMA YacTO BO3HUKAIOT $3BEHHO-HEKPOTHYECKHE TOPAXKEHUS CIU3HCTHIX
000JI0YeK POTOBOW TMONOCTH (CTOMATHT), TJOTKM (aHTWHA), MHINEBOJAA, KHIIEYHUKA
(I3BEHHO-HEKPOTUYECKUIM IHTEPOKOJIUT).

Craaum ocTporo jeiko3sa:

- HayaJlbHasi;



- pa3BepHyTas (BbIpaK€HHOE YTIHETEHHE HOPMAJIbHOTO KPOBETBOPEHHS, BBICOKUMN
051aCTO3 KOCTHOTO MO3ra);

- TIOJTHAsl peMuccus (B KOCTHOM Mo3Te He Oomee 5 % OIacTHBIX KJIETOK);

- BBI3JIOpOBJIEHUE (MPOJOJKUTEIBHOCTD MOJHON peMuccuu 5 net u 6oiee);

-HeToJiHas peMHccHs (pa3HOpOAHAas Ipylia COCTOSHUM, KOTOPbIE XapaKTepU3yIoTCs
OTYETJIUBBIM T€MaTOJIOTMYECKUM YIyUIIEHUEM WM HCUE€3HOBEHHEM OJIACTHBIX KJIETOK U3
nepudepruueckoil KpoBu U ap.);

- PeIUaUB OCTPOro JelKo3a (KOCTHOMO3TOBBIE - Oosiee 5 % OMaCTHBIX KIETOK WIIH
BHEKOCTHOMO3TOBBIE IPOSBIICHUS JTHO00M JTIOKaIU3alNN);

-TepMHUHaNIbHAsE ~ cTaaud  (Hed((EeKTHUBHOCTh  TEpamuu  IIUTO CTaTH 4 €€ KU M U
CpellcTBaMHM, MPOTPECCUPOBAaHUE Tpollecca Ha UX (poHe, MOJHOE YTrHEeTEeHHE HOPMAaIbHOIO
KPOBETBOPEHUS).

Juarno3 u auddepennuaibHblii auarHo3. Moxxer OBITb TNPOBEIEH TOJBKO
MOP(OJIOTHYECKHA: 1O OOHAPYKEHHI0O HECOMHEHHO OJIACTHBIX KJIETOK B KPOBH HIIU
KOCTHOM MO3Te; BHJ OJIACTHBIX KJIETOK ONpeessieTcs] HUTOXMMHYECKH. XapaKTepHbIM
OPU3HAKOM OCTPOro JieiiKko3a sBJSETCSs Haluyue B Ma3Ke KpOBH «IpoBajia» B
JeKOUHUTapHOU dopMmyse Mexay MojoabiMu (OJacTaMu) ©  3pelbIMH  KJIETKaMu
(rpanynouutamu). Ecnu OnacTHble KIeTKM He oOpenu eme CIOCOOHOCTH K BBIXOJY M3
KOCTHOTO MO3Ta B KPOBb, TO BO3MOKHbI HApYIICHHs B COCTaBE KJIETOUHBIX 3JEMEHTOB
KpOBM: aHeMus, JeilkoneHus, TpomOouutonenus. CrieayeT cuuTaThb 00s3aTeIbHBIM
UCCJIeIOBaHNE KOCTHOTO MO3ra BO BCEX CIyyasX MOBTOPHOTO OOHAPYXKEHUs HEMOHSTHBIX
I[IATOIICHUH.

Jleyenne. IIpoBoauTCSA HUTOCTATUYECKUMH CPEACTBAMU U TOJBKO IO CIEIUAIBHBIM
nmporpamMmaM. BcrnomoraTtenbHOE JIEYEHUE COCTOUT B NEPEIMBAHUM KOMIIOHEHTOB KPOBH U
KyINUPOBAaHUU MH(EKIIMOHHBIX OCJIOKHEHUH.



XPOHUYECKHUMN JIEMKO3

XpoHUYeCKHUIl JIeK03 - OMyXoJlb CHCTEMBI KpPOBHU, OCHOBHBIM CyOCTpaToOM
KOTOPOH SIBIIAIOTCS IIPEUMYIIECTBEHHO 3pEIbI€ KIETKU KPOBH.
K xpoHuueckum  Jneiiko3aM  OTHOCATCS:  JTuM(oJeiko3,  MHUETO0JIeHKOo3,

cyOneiikeMUYeCcKHil  MHeNo3, JSPUTPEeMHUs, MapampoTEeUHEMHUYECKHEe TeMO0JacTO3bl
(Muenomuas 0ose3Hb, MakporioOyiauHeMusi BanbaeHcpema).

3aboneBanune mposBusercs nuddysHo mponudepanneil 3penabix KIETOK KPOBH U
JeHKOIUTO30M (BUJ KJIETOK OINpeJeNseT Ha3BaHWE M BHUJ JIeHK03a), YBEIUYCHHEM
auM(baTUYECKHUX y3JI0B, MIEUEHU U CENIe3CHKHU, aHEMU3aluel, HHPEeKIuIMH.

Cranuu XpOHMYECKOTO JEeHKO3a:

- HavanbHas cragusa. KnuHuueckux mpu3HakoB 0O0bIYHO HeT. OtTMeuaetcs
JEHKOIUTO3 MPU HOPMAIBHOM CaMOYYBCTBUHM OOJBbHBIX. J[MarHo3 ycTaHaBIMBAeTCs IMyTeM
aHalln3a «HEMOTHBUPOBAHHOTO» JIEHKOIIMTO3a KPOBU;

- pa3BepHyTas cTaaus. XapaKTepusyeTcs pPa3BUTHEM aCTEHHYECKOIO CHHIpOMa
(cmabocTh, yTOMIIIEMOCTD U T. I1.), KOTOPBIM 00YCJIOBJIEH MOBBIIIEHHBIM PaclaJoM KIIETOK
kpoBu. [Ipu oOuUeHb BBICOKOM JIEHKOIIMTO3€ BO3MOXHO HapylIeHHEe KpOBOOOpaIeHus
(cTtazpl KpoBH), B MEPBYIO Ouyepellb B T'OJOBHOM MO3Te€; B JKEIyIOYHO-KUIIEYHOM TpPaKTe
Takhe CTa3bl MOTYT OCJOXHAThCA  KpoBoTeueHHUAMH. OTmedaeTrcss yBeJIMYECHUE
auMaTUYeCKUX  y3J0B, CeJe3eHKH, TnedeHu. KapTuHa KpoBH XapaKTepHu3yeTcs
JEHKOIUTO30M C HajguuueM MoioAsix ¢opMm. KocTHbli Mo3r OoraT KIE€TOYHBIMU
AJIEMEHTAMHU C YBEJIMYEHHUEM KOJUYECTBA 3PEJbIX JICHKOIUTOB;

TepMUHaJIbHas  cTaaua. Ee  pa3BuTHe  O3HAyaeT  3JI0KAYECTBEHHYIO
TpaHchopmanuio mpouecca. KinHHueckn oOTMedaeTcs pe3Koe YXYIUIEHHE COCTOSHHS:
JauXopajaka, 00JdM B KOCTSX, pa3BUTHE IJIOTHBIX OYaroB B KOXK€ U MOJKOXHOM KileT4aTke
(;efikemuibl), yBenudeHue JUMGOY3JI0B, MHOTHE APYTHE CUMIITOMBI. [ eMaronormueckue
U3MEHEHHS MPOSIBIISIIOTCA OJIACTHBIM KpPU30M - HapacTaHMEM CoJepXaHusi OJacTOB B
KOCTHOM MO3T€ U KPOBH.

Nuarno3 u auddepennuaibublii auarno3. Jlmaruos u auddepeHuuaIbHbli
JIMarHo3 yCTAaHABIMBAaeTCd Ha OCHOBAaHMM JaOOpaTOPHBIX JAHHBIX:  yBEJIHYEHUS
KOJIMYECTBA 3peibIX JEHKOIUTOB B NMepUpEepUUecKOd KPOBU U KOCTHOM MO3Te CO CABUTOM
BJIEBO.

Hubdepennmanbupiii  quarHo3 ¢GopM XpPOHHYECKOTO JIeKo3a MPOBOAUTCSA B
CHEIUATN3UPOBAHHBIX CTAallOHApaX WM KaOMHeTax.

Ha panHux cragusx OpUXOAMTCS MNPOBOAUTH IudPepeHInanbHblii AUAarHo3 ¢
PEaKTUBHBIMU JIEUKOLIMTO3aMHU.

Jleuenne. Crnenuduyeckoe JedeHHEe MNPOBOAAT B  pa3BEpPHYTOM  cTajguu
nuToctatTukamu. llenp JsieyeHuss - yMEHbIIEHHE 4YHUCIAa JIEHKOLUUTOB U yCTpaHEHHE
CUMITOMOB OOJIE3HH.

IIpodpunakTuka. OTCcyrcTBYeT.

Ocoboe 3HaueHue mpuaaercs MNpoPUIAKTHKE HWHOEKIMOHHBIX OCJIO0XHEHHH.
BonbHBIM € TpaHyJOIUTONEHUEH PEKOMEHIyeTCsl HOIIEHHE MapiieBbIX MacoK, YXOJI 3a
KOXeMl, MojaocThio pra, u3omsanus. [Ipu TuxopagodyHbIX COCTOSHMSX U APYTUX MpU3HAKaAX
MH(EKIIMOHHOTO TMpolrecca OOJbHBIM C I'PAHYJIOLUTONEHHEH HE0OXOIUMO OYeHb OBICTPO
OLIEHUTHh MX COCTOSIHUE M HayaTh JeUYeHHE aHTUOMOTUKAMU IIUPOKO CHEKTpa JEHCTBUS.

Meauko-couuajbHass  JKCIEpPTH3a. [Ipu OCTPOM  JIEMKO3€ OOJbHBIC



TOCIMUTAIU3UPYIOTCS B T'€MaTOJOTHYECKUH CTAalMOHAp, T/I€ HAXOIATCSA 10 JIOCTHXKCHHS
pemuccuu. B pganpHeiemM noaaep:KUBarollyl0 Tepanuio NpoBoaaT amOyiaTopHo. Bompoc
0 TPYAOCIOCOOHOCTH pelarT UHAWBUIyallbHO. B cranum pemuccun 00JbHON HaXoaAuUTCA
noj aMOyJaTOPHBIM HaOJIOJIEHHEM TeMaToJIoTa C PEryJSIpHBIM KOHTPOJIEM Pa3BEpHYTOIrO
aHanu3a kpoBu. [Ipu KoHTakTe ¢ OONBHBIM MeINEpCcOHal 00s3aH THIATEIbHO COOJII0IATH
TpeboBanus neoHTosoruu. Ilpu ocTpom Ieliko3e HUCTUHHBIM JUArHo3, Kak MpaBuUIIO,
ckpbiBaeTca. C OONBIION OCTOPOXKHOCTBIO clieayeT UH(DOpMUpPOBATH OOIBHOTO O
MOKAa3aTeNsAX ero KPOoBH.

bonbHBIE XPOHHUYECKHUM JIEMKO30M HaXOIATCS, KaK MPaBWIO, Ha amMOyJIaTOpHOM
JedyeHud. B OonplmIMHCTBE ciay4yaeB OOJbHBIEC, MOJIYYalOUIMe HUTOCTATUYECKYIO TEparmuio,
HE HYXXJAIOTCS B OCBOOOXIEHHH OT paboThl. OHU MOJDKHBI COOMIOAATH MIAMANIAN PEKUM
U TIOCTOSTHHO HaxXOJUThCSA HA JUCIAHCEPHOM Y4eTe.

Yxon. bonpHbIE NEHKO3aMU C HU3KMM COAEPKAHUEM TPAHYJIOLUTOB IIOABEPKEHBI
MH(GEKIIMOHHBIM OCIIO)KHEHUSIM U MOATOMY HYKJAIOTCS B clienuaibHOM yxone. OCHOBHOE
BHHUMaHUE YJIENSIeTCs TMTMEHUYECKUM MEpPONpPHUATHAM: TIIarelbHas yOopka MOMEIleHHs,
eKeHEeBHbIH ayml, OOMbIBaHUE, WM OOTHpaHuEe OOJBHBIX, €KEIHEBHAas CMeHa Oelbs,
0o0paboTka MOJOCTU pTa, OOJNydeHHE MOMEIICHHs JaMIaMHu yIbTpaduoJeTOBOIO CBETa,
HOIICHUE OOJPHBIMH MapJIeBBIX MAacOK, CBeXas, Xxopomo oOpaboranHas mnuma. [lpu
naZieHu TPaHyJIOLUTOB A0 KPUTHUECKUX UPP OOIBHOIO U30JIUPYIOT.



I'EMOPPATMYECKHUE JTUATE3bI

I'emopparuyeckue auate3bl — TpyNla HACJIEICTBEHHBIX U TNPUOOPETECHHBIX
3a00JIeBaHUM, OCHOBHBIM KIWHUYECKUM TPU3HAKOM KOTOPBIX SIBISETCS MOBBIIIECHHAS
KPOBOTOYMBOCTh - HAKJIOHHOCTb OpraHM3Ma K TIIOBTOPHBIM KpPOBOTEUEHHUSM U
KPOBOM3JIHUSIHUSAM, CAMOIIPOU3BOJIBHBIM WIH MOC]I€ HE3HAUYUTEIbHBIX TPABM.

[Ipouiecc  OCTaHOBKM  KPOBOTEUYEHHUS  OCYIIECTBIAETCS €  y4dacTHeM  Tpex
KOMIIOHEHTOB: COCYIUCTOW CTE€HKH, TPOMOOIIMTOB, IUIa3MEHHBIX (PAaKTOPOB CBEPTHIBAHUS.
Oynkuust QaktopoB ceprbiBaHus (I - ¢ubpunoren, Il - nmporpom6un, Il - TkaneBbIi
TpomOomiIactTud, IV - uoHbel kanpums, V - npoakuenepud, VII - npokonseptun, IX -
Kpucrmacdakrop, X - daktop Crroapra - Ilpayspa, XI - mimazMeHHBIN MpeaIIECTBEHHUK
tpombOomiactuHa, XII - dakrop Xaremana, XIII - ¢ubpunaza, dakrop Buinebpanna,
dakrop Dneruepa, dakrtop DuiKepanpaa) - CBOeBpeMeHHOe oOpaszoBaHue ¢GubOpuHa.
CeepThIBatoliasi CcucTeMa B OpraHU3ME 4YeJloOBeKa HaxOJWUTCd B PaBHOBECHH C
IIPOTUBOCBEPTHIBAIOLIEH.

MexaHu3m remoctasa COCTOUT U3 HECKOJIBKUX ITAIOB:

1) cokpaiieHue CoCyIMCTON CTEHKHU;

2) aare3us (mpuiunaHue) TPOMOOLMTOB MPU HAPYLIEHUU HEIOCTHOCTH SHAOTETUS
COCYIUCTOW CTEHKU,;

3) aktuBanus (HakTOPOB CBEPTHIBAHUS HA U3MEHEHHON MeMOpaHe TPOMOOIUTOB;

4) BHICBOOOXKI€HHE aKTUBHBIX CyOCTaHIMI U3 TPOMOOILIMTOB;

5) arperainust TpOMOOLUTOB MO/ BIUSHUEM AaKTUBHBIX CyOCTaHIIUM.

B pesynbrare mocnenoBaTeNbHOTO BKJIIOUEHMS ATHX MPOIlecCOB oOpasyeTrcs TpomoO.
Benen 3a stuM  mpoucxoauT akTuBauus (GuUOpUHONM3a, KOTOPBIA OrpaHUYMBAET
n30bITOUHOE TPOMOOOOpa30BaHME.

dtHonorusa. I'emopparnueckuil nuare3 BO3HUKAET MPH HAPYLIIEHUU OJHOTO WM
HECKOJIbKMX 3BEHBEB TIEMOCTa3a: COCYAMCTOM CTEHKH, TPOMOOIMTOB MJIM IUIa3MEHHBIX
¢dakropoB. Kaxnaplii #3 3THUX MEXaHM3MOB MOXET OBbITh HEPBHUYHBIM - Kak
caMocTosiTeIbHOEe 3a0osieBaHue (Hampumep, reMoQuiIus) OO0 CHUMITOMAaTUYECKUM,
COMPOBOXKIAIOIUM JIpyrue 3abojeBaHust (Hampumep, Npu 3a00JIeBaHUSAX TIEUEHH).
[lepBuunble  HapymieHHss OObIYHO  OOYCJIOBIEHBI  HACIEICTBEHHBIMU JedexTtaMu
BbIPaOOTKH (aKTOPOB CBEPTHIBAHUS.

IMaTorene3. [ledekT 0oIHOTO U3 3BEHBEB I'e€MOCTa3a MPUBOJUT K HAPYLICHUIO €ro
HOPMAaJILHOTO TpOoIecca U Pa3BUTHIO TeMOPPAaruuecKoro aAuaresa.

BaxxHo yuyuThIBaTh, YTO OJHM BHJBI MATOJOTMHM YacCThbl, JPyTrue - PEIKH, TPEThU
BCTpEUalOTCSd B HMCKJIIOYHUTENbHBIX Ciydasx. M3 HaclenCcTBEHHBIX HapylIeHUH TeMocTasa
Haumbojee yacTel TpoMmOomuTomaruu, remoduiaus A, Teneanrmdkrazun. Cpenu
npuoOpeTeHHbIXx (QopM TpeobiagaoT TpoMOOmUTONEHUH, TpomOoruTonatuu, JBC-
CHHApPOM, JepUIUT (aKTOPOB CBEPTHIBAHUS IPU NATOJOTUU MEYeHH, MEXaHMYECKHX
KeNTyxax, Nepelo3UPOBKe aHTHKOATYJISIHTOB, FeMOpparuieckiue BacCKYJUTHI.

[TaTosiorust TpoMOOIUTOB. BhIEnsA0OT TPOMOOLUTONEHUH U TPOMOOLUTONATHH.

TpomGoyumonenus - COCTOSHYUE, KOTJa YHCIO TpoMGomuTos Hmke 150x10° (mpu
KonuuyecTBe TpomOouutoB Menee 50x10 9/m pa3BuBaIOTCS TeMoOpparuyeckue MposiBiIe-
HUS).

MexaHu3Mbl TPOMOOLUTOTICHUU:

- Hea(dekTuBHBIM TpoMOOMO33 (BO3JAeHCTBHE anKorois, AeGUUUT BUTaMuHa B



wii  (QoaueBOd  KHUCIOTHI, TMpUEM JEeKapCTB - MPOTHBOOMYXOJIEBBIX BUTHBIX
IUYPETUKOB. OMCENTOa. 3CTPC.

- CeKBeCTpauus (CUHAPOM THIEPCILIET.,..

- TOBBIIIEHHOE paspyuieHue (MMMYHHOE: ayTOMMMYHHOE, TEeTEepOTIIYHHOE -
AHTUTCHAMHU SABJIAIOTCS JIEKApCTBA, TaKWE KaK XUHUH, Xunulwi, Owumoxeun, ITACK,
cynvhanunamuowl, pugamnuyun, uno.u: : 30710ma, HEKOTOPBIE BHUPYCHl U
BAKIIMHBI);

MeXaHHYeCcKoe pas3pylleHue (ammapaT UCKyCCTBEHHOTO KpOBOOOpAIIeHHUS ):
- pa3BeJieHUE (MacCHBHBIE T€MOTpaHC(Y3UN);
npu [IBC;
MHOTO(AKTOpHbIE C HEBBIACHEHHbIM MexaHu3MoM (uHbpexuuu, CIIA/,
o6epemeHHOCTh - y 10 % OGepeMeHHBIX).

Kannunveckass kaprtuna. TpomMOOUMTONEHHMYECKUH TIeMOpparnyeckuii CUHAPOM
HPOSIBIISIETCA:

- KOXXHBIMU KPOBOU3JIMSHUAMHM B BHJI€ IKXMMO30B HAa KOHEYHOCTSX, TYJIOBHIIE
(rmaBHBIM 00pa3oM Ha nepeaHeil MOBEPXHOCTH), YaCTO B MECTaX MHbEKIUH;

- KpOBOM3JIUSHUSAMU Ha KOHBIOHKTUBE, I'y0ax;

KPOBOM3IUSHUSIMH B MO3T;

- KPOBOTEUYEHUAMH U3 JKEIyAOYHO-KUILIEYHOTO TPaKTa;
reMarypHuei;

KPOBOXapKaHbEM;

- KpOBOTEUEHHUSMHU IpU yJaJeHUU 3y0a.

JlabopaTopHble METO/ABI UCCIEAOBAHUS TOMOTAIOT ONpPEACUTh:

1) cHukeHue yuciaa TpPOMOOIMTOB MHOTAA BIUIOTH JI0 MOJIHOTO Mcue3HoBeHHs. [lpu
comepkanun TpombouutoB Beime 50x10% remopparuueckuili amare3 HaOIrOgaeTCs
penKo;

2) yBEeJIMUEHHUE BpEMEHU KpoBOTeueHus (B Hopme 2,5— 9,5 ¢);

3) nHOrga oTMeuaercs aHemus (IOCTTeMopparudeckasl - Mpu OCTPOH KPOBOIOTEPE,
Kene3onePUIUTHAS - MpPH YaCThIX JAaBHUX KpPOBOMOTEPSX, TEeMOJUTHYECKas - IpH
COYETaHUH TPOMOOIUTONICHUU C AyTOMMMYHHOU aHEMUEH).

Jleuenue. Tepanus TPOMOOIMTONIEHUHU BKJIFOYACT HECKOJIBKO JTAIOB.

1) ecnu OonbHON moONyyan JieKapCTBEHHbIE TMpenapaThl, CHOCOOHBIE BBI3BAThH
TPOMOOIIMTONEHUIO, UX OTMEHSIOT;

2) Ha3HAYaIOT KOPTUKOCTEPOUJIbI:

- HavalpHasg 7A03a - | MI/KT Beca mpeonuzonona BHYTpb (npu Hedp(PEKTHBHOCTU
703y YyABAaWBAIOT); MOJOXKHUTENbHBIN 3(QQdeKT 0OBIYHO pa3BUBAETCS B TEUYEHHE IEPBBIX
IBYX IHeW jedeHus (HaOItolaeTcs HMCYE3HOBEHHE TeMOpPparuvyeckoro CHUHIpOMaA, 3aTeM
pocT TPOMOOIMTOB); TMOCJIE TMOJy4eHHs ToJHOro »3¢pdexTa U yBeIMUEHHUS UHCTA
TpomOouuTOB cBhIe 100x10 91 103y CHMXKAIOT U IOCTENEHHO OTMEHSIIOT;

- B OCTPBIX Ciy4asiX BBOJAT Memunped BHYTpuBeHHO - 1000 Mr/cyT B TeueHue Tpex
CYTOK, 3aT€M NEPEXOJAT Ha OPAJIbHBIN IIPUEM;

3) noka3aHbl CUMITOMATHYECKHE CPECTBA:

- MECTHO TPHUMEHSIOT 2eMOCHAMUYecKyio 2yoKy,

- e-AMUHOKANPOHOGYI0 KUCA0MYy BHYTPUBEHHO;

4) remotpancdy3ur UMEIOT CTPOTHUE MOKa3aHus (TIy0oKast ocTpasi aHeMus);

5) B CHELHATIU3UPOBAHHBIX J1e4eOHBIX yUpexKACHUIX OPUMEHSIOT



UMMYHOJICTIPECCAHThl  (@3amuonpun,  yuxiogocghan, euHKpucmumn), TPOU3BOJST
CIUIEHIKTOMHUIO.

Tpomoboyumonamuu - HENMOJHOLEHHOCTh MU JuchyHKIMUS TpoMmOonuToB. Becbma
pacrpocTpaHeHHas TpyMia TeMOppParnyeckKux IUaTe30B, C KOTOPOH CBSI3aHO OOJIBIIMHCT-
BO BCTPEUANOIIMXCS B KIMHUYECKOW MPAKTUKE Te€MOPpPArnyecKuX TMPOSBICHUN B BHUJC
MeTeXUi, DKXUMO30B, «CHHSYKOB», JCCHEBBHIX M HOCOBBIX KPOBOTCUYCHUN, MEHOPpPAruu.
Ot 3a001€BaHUs YacTO JAMATHOCTHPYIOTCS HECBOEBPEMEHHO, a OOJIbHBIE JOJITOE BpEMs

Oe3ycremHo JeyaTcss y CHEUUaIUCTOB Y3KOro mpoduias - OTOPUHOJIAPUHTOJIOTOB,
TMHEKOJIOrOB,  OKYJIMUCTOB,  CTOMAarojoroB W  JAPYyIHX, IIOABEPrasch  HEPEIKO
HE0OOCHOBAaHHBIM OPUKUTAHUSM, BBICKAOJIMBaHUSAM HAOMETpPHS, nepeBsizKe

MIPUBOIAIIMNX apTEPUN U Ip.

CyliecTByIOT HAacleJCTBEHHble U mpHoOpeTeHHble (opmbl 3aboneBanus. B
pPa3BUTUU TPHUOOPETEHHBIX TPOMOOLUTONATUN OINpEAENIEHHYI0 pOJIb UTPAIOT HEKOTOpbIE
JeKapcTBa: HECTEPOMJIHbIE MPOTHBOBOCHAIUTEIbHBIE CPEICTBA, AHTHOMOTHKU U3 TPYIIIBI
p-JIaKTaMOB.

[TosiBneHHE KPOBOTOUMBOCTH MUKPOIMPKYJIATOPHOTO THIA Ha (OHE HOPMAIbHOTO
WIA HEPEe3KO CHIKEHHOTO CoJlep)KaHHs TPOMOOIMTOB B KPOBU BCErAa JOJDKHO HABOJIUTH
Ha MBbICIb O BO3MOXXHOCTHM Kauye€CTBEHHOM HEMOJHOLUEHHOCTH KPOBSHBIX IJIACTUHOK.
PacnosnaBanne u auddepennuanus TpoMOOUUTONATHH Oa3HPYIOTCI HA KOMIUIEKCHOM
UCCJIeIOBaHUM (PYHKIIMOHAIBHBIX CBOMCTB TPOMOOILIMTOB, WX pa3mepa, MOpQOJIOTHH U
HEKOTOPBIX JAPYTHX XapaKTepUCTUK M MPOBOASATCS B YCJIOBHUAX TIe€MaTOJIOTHUYECKOIO
KaOMHEeTa WK CTalMoHapa.

IMaTororust  KOAryJsiMMOHHOr0 remocrasza  (koaryJjgomarum). Pasznuyaror
HaclleJICTBEHHbIE W TMpUOOpeTeHHBbIe (HOpMBI 3a00JIeBaHUM, OOYCIOBICHHBIC NEPUIIUTOM
OJTHOTO WJIM HECKOJIbKUX IJIa3MEHHBIX (PAKTOPOB CBEPTHIBAHUS.

HacneacTBennble  KoaryjiomaTud - TpyNNa TEHETUYECKH  OO0YCIOBICHHBIX
HapylUIeHHl B CHUCTEME CBEpTHIBAHHUA KpPOBH, CBS3aHHBIX C JeUUUTOM WU
MOJIEKYJISIDHBIMH ~ aHOMAJIMSIMHU TUJIa3MEHHBIX (DakTOpoB cBepThiBaHusA. [Ipeobianaror
NPUMHUTHUBHBIE (POPMBI, XapaKTEPU3YIOUIUECS U30JIMPOBAHHON HEIOCTATOUYHOCTBHIO OJHOTO
Kakoro-nmu6o ¢akTopa CBEpTHIBAaHUSA M OYEHb PEIKH COUETaHHbIE AepuIuTa ABYX U Ooiee
¢dakropoB. Haubomnee wyacTto BcTpedaroTcss W JTOMUHUpPYIOT Temoduiuus A, 06051e3Hb
Bunnebpanga, remodpunus B, o KOTOpbIX NmpH JUArHOCTUKE HYXXHO IyMmMaTh B HEPBYIO
ouepens. Jpyrue Gpopmbl BCTpedaroTCsl peiKo WM KpaiHe peaKo.

I'emogpunua - rtemopparudyeckuii jauare3, OOYCIOBJICHHBIM HAaCJEICTBEHHBIM
AeUIUTOM HIM MOJIEKYJISAPHBIMH aHOMAJIUSMM MPOKOAryJdssHTHOM wactu ¢akrtopa VIII.
['en remoduuuu jokanusyercss B X-XpoMocoMe M peuuccuBeH. llodTomMy My>KUHHBI
00J€er0T, a JKeHIIMHBI, WMes BTOPYI0 HOPMaJbHYI0 X-XpOMOCOMY, KakK TIpaBUJIO, HE
CTpaJaloT KpPOBOTOYMBOCTBIO, HO SBJISIOTCA KOHAYKTOpaMH (HOCHUTEIbHULAMU U
neperaTyuiiaMu aHomalbHOro rena). IlpaBuna HacnemoBaHusi: Bce Jouepu OOJBHOTO
SBIIAIOTCS HOCUTEIbHUIIAMU U TMepeAaTyullaMHM; BCE CBHIHOBbS OOJBHOTO MONYyYaroT
3I0pOBYI0 X-XpOMOCOMY OT MaTepd U MOTOMY 3aBEIOMO 3JI0pPOBBI M HE MOTYT IEepelaTh
00Jie3Hb MOTOMCTBY; J0YepU MepenaTdul] TeMO(UINN UMEIOT paBHbIC HIAHCHI MOJIYYUTh U
HE MOJIyYUTh aHOMAJIbHYIO0 X-XpOMOCOMY M OBITh MJIM HE ObITH MepeAaTuuliaMu O0Je3HU;
CHIHOBBSl TepelaTyul] reMOQWIMM HMEIOT paBHblE IIAHCHI MOJYYUTh OT MaTepH Kak
aHOMAJIbHYI0, TaK U HOPMAJIbHYI0 X-XpOMOCOMY U OBITh 3J0POBBIMU WJIK OOJIbHBIMH.

Kannnueckas kapruna. Jlng remodunuum A xapakTepeH TI'eMaTOMHBIM THUII



KPOBOTOYMBOCTH: KPOBOM3JIMSIHHSI B KpYNHBIE CYCTaBbl KOHEUHOCTEH, TIIyOOKHe
MOJIKOKHbBIE, MEXMBIIICUHbIE ¥ BHYTPUMBIIICUHbIE T€MaTOMBbl, OOWJIbHBIE U JUIMTEIbHBIC
KpPOBOTEYEHUSI IpU TpaBMax M omnepanusx. ['eMaTtoMbl MOTYyT AOCTHUIaTh OTPOMHBIX
pasmepoB, coxaepxatb 0,5— 3,0 71 KpoBH, CIABIMBATH COCEJHHME OpraHbl, HapylIaTh HX
KpOBOCHa0KeHUEe, MPUBOJIUTh K HEKPO3Y, COMPOBOXKAATHCS aHEMUEH, MHOIAA pPa3BUTHEM
cencuca. ['eMatoMbl B MSTKME TKAaHM TIJIOTKH, IIEM MOTYT CT€HO3MPOBATH JIbIXATEJIbHBIE
nyTH. XapakTepHbl I[IOYEYHbIE KPOBOTEUEHHMsI (CIIOHTAHHbIE WJIM II0CI€ TPaBMBI),
KeJIyJOYHO-KUIIeUyHble (Y4acTo 0e3 BUIUMBIX MOBPEXKIACHUH CIU3UCTOH OOOJOYKH WIH
IPU 3PO3UBHOS3BEHHBIX W3MEHEHUSX), KPOBOU3JIMSAHUSA B TOJOBHOM WJIM CIMHHOM MO3T
(06pruHO Tpu  TpaBMmax). OueHb JUINTENIbHBIE, IOBTOPSIOIIKMECS KPOBOTEUEHUS IpHU
omnepanusXx U TpaBMax, MHOT'OJIHEBHbBIE aHEMU3UPYIOIINE KPOBOTEUECHUS M3 MECT IOPE30B
KOXXKM WJIM CIU3HUCTBIX, YAaJIeHHH 3yO0OB O0O0YCJIOBIMBAaIOT HEOOXOIHMMOCTh MPUMEHEHHS
aHTUTeMO(DUITMYECKUX MPErnapaToB MpHU JIOOOM BMEIIATEIbCTBE.

I'emodunust pomkHa OBITH 3amoA03peHa BO BCEX Clyyasx, KOIJla HMeeTrcs
r€MaTOMHBIN THUI KPOBOTOYMBOCTH C IOPAKEHHEM OINOPHO-ABUIaTENIbHOIO amnmnapara, a
TaK)Xe MPU YNOPHBIX MO3JHUX KPOBOTEUEHMSX MOCIE TPABM M XUPYPIHUECKUX ONEparuil.
[ToaTBepx’AEHUE OUArHo3a MPOU3BOAMUTCS CIELHUAIbHBIMM TECTAMU M KOPPEKLIMOHHBIMU
npobamMu B CIENHATIU3UPOBAHHBIX JICUEOHBIX YUPEKICHUAX.

Jledenne. 3amecTHUTENbHAs Tepamnus SIBISETCS OCHOBHBIM METOJOM JIEUEHHUS U
IPOU3BOJUTCS  CHELMAJIbHO IPUTOTOBJICHHBIMM IIpenapaTaMd KpOBH, B  KOTOPBIX
coxpansiercs: aktuBHocTh VIII dakropa: anturemoduibHas miazMa, KpHOIPEIUIUTAT,
koHueHtpar VIII ¢akropa. 3apanee 3aroTroBieHHas KpOBb, CyXas WM HAaTUBHas Ila3ma
He conepxar ¢aktopa VIII u mosromy Henmpuroansl. BakHBIM HPUHIMIIOM SBJSETCS
paHHee Hauajo JieueHus npenaparamu VIII ¢dakropa npu KpoBoTeUeHHUSIX U TpaBMax.

Ilpuoopemennvie Koazynonamuu CBS3aHbl C paA3IUYHBIMH 3a00JIEBAHUSIMHU U
OOBIYHO OBIBAIOT KOMIUIEKCHBIMHM (codyeTaHusl JAeQUIUTa IUJIa3MEHHBIX (aKTOPOB
CBEPTHIBAHUSI C MATOJOTHEH TPOMOOIMTOB WM cocyaoB). Haumbornee pacmpocTpaHeHHBIE
3a0oyieBaHus, KOTOpble MPHUBOAAT K KoaryjJonmaTusiM: HWHGMEKIUOHHbIE 3a0o0JieBaHMS,
OoJIe3HH TE€YEeHH, XOJIeCTa3bl, BACKYJIMTHI, XUPYPIHMUECKHE U aKylIepCKUe CHUTyaluu
(omepanuu, poJibl), TeMO0JIaCTO3bl, IPUEM JEKAPCTB (AaHTHUKOATYJISIHTBI, TPACHUIION).

Jluarno3 o0seryaercs paclo3HaBaHUEM OCHOBHOTO 3abojeBaHus, KOTOpOe
OPUBOAUT K KOAryJIONaTHM - YacTO MMEETCS CTporas IMPUBS3aHHOCTh OIPEIEIECHHBIX
KOaryJIonaTuu K TeéM WM UHBIM KJIMHUYECKUM CHUTYaLUsIM.

Jleuenune MPOBOAUTCS CUMITOMAaTUYECKOE B PaMKaX OCHOBHOTO 3a00JI€BaHMUS.

IMaTosorusi  cocyamcro creHku (Basomaruu). lIMeroTcs  BpOXKIEHHBIE
(HacnmenCcTBEHHBIE) M MpUOOpeTeHHble 3a00JIeBaHUS COCYAOB, KOTOpBIE MPOSIBISIIOTCS
reMOpPpParu4eckuM IHATE30M.

Bpoxaennsie 3a0oneBaHus OOYCIOBJICHBI HEMOJTHOIICHHOCTHIO M HEMPaBWJIHHBIM
pa3BUTHEM COEIMHUTEIBbHON TKaHU, B TOM YHucCie CYOIHIOTENIUS COCYIOB: COOCTBEHHO
remopparuueckas anruoauciuiasus (0onesns Pangro-Ocnepa), reMaHTHOMBL.

[Ipu 6onesnu Panow-Ocnepa 0TMEUAIOTCA OYAaroBO€ MUCTOHYEHUE CTEHOK COCYIIOB,
HEIOJHOLIEHHOCTh JIOKAJbHOI'0 TeMOCTa3a.

Kunnudeckass kapruHa. XapakTepHO HAJIWYME B KOXKE M CIM3UCTBIX COCYIMCTBIX
MAay4yKOB, Y3€JIKOB pa3sMepoM 5-7 MM, BBICTYNAIOWMUX HAJ IOBEPXHOCTHIO, OTHU
oOpa3oBaHusi OJIEHEIOT TNpPU HANABIMBAHMM W CHOBAa HAMOJHAIOTCA mocie. Yamie oHU
JOKANU3yIOTCS Ha ry0ax, KpbUIbAX HOCA, IIEKaX, BHYTPEHHEH MOBEPXHOCTH ILEK, S3bIKE,



JleCHaX, CIM3UCTOW HOca, 3€eBe, TOpTaHH, OpOHXaxX, KeJIyAOYHO-KUIIEUHOM TpaKTe,
MOYEBBIBOASIIMNX MYTSAX, BJIArajiuiie.

OTMeuaroTcsi  KpOBOTEYEHMS:  4allle  HOCOBBIE, pEUMAMBUPYIOLINE;  Jajee
OpOHXOJIETOYHBIE, KEITYJOUHO-KUIICUYHbIE, TeMaTypusi U APYrue, 4acTo OCIOKHSIIOUINECS
aHEMHUEH.

JlnarHocTuka OCHOBaHAa Ha BHU3YaJIbHOM WM MHCTPYMEHTAJIBHOM OCMOTPE KOXH U
CIIM3UCTBIX.

Jleuenne. JlokanpHOE.

[TpnoOpeTenHbie 3a0ofieBaHUS COCYAOB - eacKyaumpl. OHH pPa3BUBAIOTCA IPHU
MH(QEKIMOHHBIX U aJJIEPTUYECKUX 3a00JIeBaHUAX, JIEKAPCTBEHHON O0JIe3HHU, a TakkKe Ipu
a1 y3HbIX OOJE3HAX COEAMHHUTENBHOM TKAaHM M KaK CaMOCTOSITElIbHbIE CHUCTEMHBIC
BackynuThl (6one3np lllenneitna-I'enoxa, ['ynmacuepa, MomkoBuil u ap.).

Kannnuyeckasn kapruHa. Ilpu ocmoTpe 00HapyXHMBAIOT METEXUAIbHYIO CBHIIb
IPEUMYIIECTBEHHO Ha HW)KHUX KOHEYHOCTSIX M IEepeIHEN IOBEPXHOCTU TYJIOBHINA,
MHOIZIa OHAa CclIHBHAasg (mypmypa), NPUIOJAHMMAIOMIA’CS HaJ TMOBEPXHOCTBIO KOXKH,
OCTaBJISIONIAs MUIrMEHTaluoo. KOXHble NpOSBICHMS: MaIyjbl, TUIEPEMHs, ITy3bIPbKH,
ymoTHeHus: U Jp. CucteMHble NpOsBIEHUs: LepedpasbHble, aOIOMUHAIBHBIN CHHAPOM,
MOPAKEHHE ONMOPHO-ABUTATEIBLHOTO amnmnapara, MapeHXUMaTO3HbIX OpraHOB.

JluarnocTuka u jedenue. [IpoBoasTCsS B paMKax HO30JOTHYECKOU (POPMBEI.

Cunopom oOuccemunupoganno2o eHympucocyoucmozo ceepmuieanusa (/[BC)
npejacTaBiser coOoil  Hecrneuuduueckuil  00IIENaTOJOrMUYecKUil  Impolecc, KOTOPBIN
NPOTEKAET B JIBA 3Tala:

1) noBceMmecTHOE BHYTPUCOCYAMCTOE CBEpPTHIBAHHE KpPOBH C HApPYIIEHHUEM
MUKPOLMPKYJISALMA B OpraHax;

2) moclenyrllee MCTOIEHUE MEXaHU3MOB TIE€MOCTa3a C HEKOHTPOJIUPYEMBIMU
KPOBOTEUYEHUSIMHU.

Jdrnonorusi. K JIBC wMoryr mnpuBecTH: pOJbI, ONEpalMH, CENCUC, UIOK,
37I0KAYeCTBEHHBIE HOBOOOPA30BaHUs, OKOTH, aJUIEPrHUEeCKMe W HMMYHHBIE OOJIe3HH,
UH(papKT MUOKap/a ¢ OCIOKHEHUSIMH, TUIIOKCUH, TEPMUHAIbHBIE COCTOSHHUS.

ITatorenes. Ilpm  pa3nuyHBIX  ATUOJOTMYECKMX  CHUTyalUsAX  MPOUCXOJUT
NOCTYIUICHME B KpPOBOTOK aKTHBATOPOB CBEPTHIBAHUS W arperamud TPOMOOLUTOB.
Hactymaer aktuBanus ¥ MCTOIICHHE IUIa3MEHHBIX (DEPMEHTHBIX CHUCTEM (CBEPTHIBAIOILEH
U aHTHCBepThiBaoliei). B kpoBu 00pa3yloTcs MUKPOCTYCTKM M arperatbl KIETOK C
0J10KaJ10if MUKPOIMPKYJISALUUA B OpraHax ¢ U3MEHEHUSIMH B HUX. B CBA3M ¢ M30BITOYHBIM
noTpebieHueM TpPOMOOLMTOB M IJIa3MEHHBIX (aKTOPOB CBEPTHIBAHUS TMPOUCXOAUT
UCTOIIECHUE MEXAaHU3MOB TI€MOCTa3a M pPa3BUTHUE THUIOKOAryJsAlMM U BTOPHUYHBIX
npo(y3HbIX KPOBOTEUEHHUN U reMOpparuuyeckux MposiBICHUH.

Kannnvyeckan kapruna. VmMeroTcs pasHooOpasHble (OpPMBI - OT MOJIHHEHOCHBIX
70 JIaTeHTHBIX, 3aTSKHBIX. KinHWYeckas KapTWHA BKJIIOYAeT NpPU3HAKU TPOMOO30B,
NOPAXKEHUSI BHYTPEHHUX OPTaHOB U F€MOPPArnyecKue MpOsBICHUS.

JluarHocTuka cuUTyaluoHHas: 3HaHue ostuosnoruun J[BC u  BeposTHOCTH €ro
pa3BUTUS IpU  pPA3IUMYHBIX BHUJAAX [ATOJIOTMM B  COYETAHUU C  KIMHUYECKUMHU
HPOSIBJICHUSIMH.

Jleuenme. J[omxHO ObITh CBOEBpeMeHHBIM. Ha3zHauaror:

2enapun - o 5000 EJ] kaxzabie 4 4 BHYTPUBEHHO (BBEICHHUE renapruHa HauYMHAIOT B
paHHUE CpOKM - B (a3y TuUNEpKoaryysiiu); TEPEUBAHUE C8EHCE3AMOPOIHCEHHOU



na3Mbl; peOnoauIlOKUH BHYTPUBEHHO; J1€3arperaHThl (Kypanmui, mpenman);
NoKa3aHa CUMIITOMATHYECKas TEparus.

[Ipodunaxruka. [IpoduiakTuueckue MEpONpusATUS HE pa3pabOTaHbI.

Menunko-connajabHasa 3kcneprusa. Bonpocst MCD pemarTcsa, Kak IpaBuio,
CHeluanucTOM-reMaTtojoroM.  Peabwnurarnuss  OOJBHBIX, OCOOCHHO  reModuIHeH,
COCTaBIISIET BaKHYIO YacCTh JICYCHHS OOJBHBIX, BKIIOYAET HE TOJBKO MEAMIIMHCKHE, HO H
COIIMAITbHBIC MEPOTPHSITHSI (HampuMep, BEIOOD npodeccun, paBUIHLHOE
TPYZOYCTPOMCTBO).



