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1. Tema: «I'eMopparuueckue a1uaTe3b»
2. Ileap 3aHATHA: OCBOCHUE HABBIKOB ITOCTAHOBKM JMAarHo3a M TAaKTHUKWA BEJCHUS
NAUMEHTOB C TIEeMOpPparMuecKUMH JauMare3amu (LIeJI€HANpaBJICHHBIA CcOOp aHamHesa,
npoBeJeHne OOBEKTUBHBIX M JIaOOPATOPHO-UHCTPYMEHTAJIBHBIX  00CII€IOBaHUIN),
Ha3HA4YE€HHE COBPEMEHHOM TEpaINH.
3. Bonipocsl AJ151 IOBTOPEHUA:

1. Makpockonuueckasi U THCTOJIOIMYECKasl XapaKTEPUCTUKA COCYIUCTOM CTEHKHU.
THuIbI KPOBEHOCHBIX COCY/IOB.
Cucrema remocrasa. TUnbel KpOBOTOYMBOCTU
Mopdonorus u gyHkius TpoMOo0unTOB. DYHKIMH SHIOTETHS.

4. OyHKUMOHAIbHBIE TECTBl U  OMOXMMHYECKHE  IapaMeTpbl  MOPaKEHUA
MarucCTpajJbHbIX COCYIOB M COCYAOB MHUKPOLUUPKYISTOPHOIO pycCla, CHCTEMBI
reMocTasa.

5. OCHOBHbBIE NpPUHLMIBI JIEYEHUS] OOJBHBIX TE€MOPpPArM4eCKUMHU JuaTe3aMu
(papmakokuHeTHKa, apMaKoAUHAMUKA JIEKAPCTBEHHBIX MIPENapaToB).

4. Bonpochl /151 CAMOKOHTPOJIsI 3HAHUIM 10 TeMe 3aHATHUS

Ornpenenenue 3a00I€BaHuUS.

Bonpockl TepMuHOIOrMH U KiTacCU(UKALIMK TeMOPParnieckux JUaTe30B.
Dtronoruueckue GpaxTopsl.

[TaTorenes 3aboneBaHusl.

Knununyeckue nposiBIeHUs: TeMOPParu4ecKux JIUaTe30B..

CoBpeMeHHBIE BO3MOXKHOCTH JHATHOCTUKU 3abosieBaHus. ['emMaronorudeckuii
aHai3. UMmyHosornueckui ananus. [ enernueckuii aHamus.

7. CoBpeMeHHbIE METOIbI TEPAMHUH OOJIBHBIX FEMOPPAruyeCKUMHU JUATE3aMHU. .

8. IlokazaHus K XHPYypTrUIECKOW KOPPEKITUU OCIIOKHEHU 3a00JIeBaHMUS.

9. Iloka3zaHus K TOCIUTAIH3AIUY.

5. OpueHTHPOBOYHASI OCHOBA e CTBHII Bpa4ya Mo JUATHOCTHKe 3200/1eBaHUSA:
['emopparnueckue auatre3bl U CUHIAPOMBI - (OPMbI MATOJOTUH, XAPAKTEPU3YIOLIUECS
CKJIOHHOCTBIO K KPOBOTOUHBOCTH.

Omuonocusn, namoeenes. Pa3InualOT HACIEACTBEHHBIC (ceMeiiHbIe) (QOpMBI €
MHOTOJIETHEH, HAUMHAIOUIEHCA C  JETCKOrOo  BO3pacTa  KpPOBOTOYMBOCTBIO U
npuoOpereHHble (GOpMbI B OOJIBIIMHCTBE CBOEM BTOPHYHBIE (CUMOTOMATUYECKHUE).
Bonbmast yacte HacieICTBEHHBIX (OPM CBA3aHA C AHOMAIMSMU METaKapUOIUTOB U
TPOMOOIHUTOB, IUCHYHKIMEH TOCAeAHUX JuO0 ¢ jaepuumuroM wuiu JaedheKToM
IIa3MEeHHBIX (aKTOpPOB CBEPThIBaHMS KpOBHU, aTakxke (akropa BunneOpanma, pexe-c
HETOJHOIEHHOCThIO MEJIKUX KPOBEHOCHBIX COCYJIOB (TeleaHrusKkrasus, 6one3ns Ociepa
- Pannio). bonpmmHCcTBO MpHOOpETEeHHBIX (POPM KPOBOTOUMBOCTH CBA3AHO C CHHAPOMOM
JABC, WMMYHHBIMH W HWMMYHOKOMIUIEKCHBIMU IOPaXXEHUSMH COCYAUCTOM CTEHKH
(Backynmut Illenneiina - ['eHoxa, ’puTemMbl U Ap. ) U TPOMOOIUTOB (OOIBITMHCTBO
TPOMOOIIUTONIEHH), C HapYyUICHUSIMH HOPMAJbHOTO TIeMoro33a (remMopparuud mpu
JeilKo3ax, TMIO- U aIUIACTUYECKHUX COCTOSHMSIX KPOBETBOPEHUS, JydyeBOM OOJIE3HM),
TOKCUKO-MH(PEKIIMOHHBIM TOPaXKEHUEM KpPOBEHOCHBIX COCYAOB (reMopparudyeckue
JUXOPAJIKH, CHITHOW TU( U Ap. ), 3a00JICBaHUSIMH TI€UYEHU U OOTYpPAIMOHHON KEITYXOH
(BenymMMH K HapyIICHUIO CHHTE3a B TEMaTonuTax (PakTOpOB CBEPTHIBAHUS KPOBH),
BO3/ICHCTBUEM JIEKAPCTBEHHBIX IpENapaToB, HapyHIAlOUUX [eMocTa3 ([e3arperaHThl,
AHTUKOATYJISAHTHI, (PUOPUHOIUTUKU)INOO0 MPOBOLUPYIOIIUX HMMYHHbIE HapyIIEHUS -
TpombOoIuTOneHnio (ranreHoBast (opma), BacKynmuThl. IlpW MHOTHX NepedHCICHHBIX
3a00NeBaHMSIX HApPYyIIEHUs TeMOoCTa3a HOCAT CMEUIaHHBIM XapakTep W pe3Ko
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YCUJIMBAIOTCS B CBSI3U C BTOPUYHBIM pa3zButueM cuapoma JIBC, yame Bcero B cBs3M ¢
UH(PEKIMOHHO-CENITUYECKUMH, HMMMYHHBIMHU, JECTPYKTHBHBIMHU WJIM OMYXOJIEBHIMU
(BKJTFOUAst JIEUKO3bI) MPOIIECCAMH.

[To maTorenesy pa3nu4aroT CIAEAYIOIINE TPYIIBI TEMOPPATHUECKUX TUATE30B:
00yCIJIOBJICHHbIE HAPYIICHUSIMH CBEPTHIBAEMOCTH KpPOBH, cTabuiusanuu ¢(uOprvHa WU
NOBBIIEHHBIM  (UOPUHOIU30M, B TOM UHCJIE TMPHU JIEYCHUH AHTUKOATyJIsSHTaMH,
CTPENTOKMHA30M, YPOKHHA30M, MpenapaTaMu J1epuOpUHUPYIOIEro NeUCTBUS (aApBUHOM,
pentunaszou, aehudpaszou u ap. );

00yCIJIOBIICHHBIE HapylIeHHEM TPOMOOIIMTAPHO-COCYAUCTOTO remMocrasa
(TpOoMOOLUTONIEHUIA, TPOMOOLIUTONIATHH);

0o0yCTIOBIICHHBIE HAPYIMICHUSIMH KaK KOaryJIsHOHHOTO, TaK H TPOMOOIIMTapHOTO
remMoctasa: a) OonesHp Buinebpanma, ©)IMcceMHHHUPOBAHHOE BHYTPHUCOCYIHUCTOE
CBEPTHIBAHUE KPOBU (TpOMOOTeMOpparnyeckuii CUHJIpOMa B) MpH MapanpoTEeHHEMHUSX,
reMo0J1acTo3ax, 1y4eBoil 00JIe3HU U Jp. ;

OoOyCIIOBJICHHbIE TEPBUYHBIM IMOPAKEHUEM COCYIUCTOM CTEHKH C BO3MOXXHBIM
BTOPUYHBIM BOBJICUEHUEM B MPOIIECC KOATYIAIUOHHBIX U TPOMOOIIMTAPHBIX MEXaHHU3MOB
reMocTaza  (HacleACTBeHHass  Teneanrumdkrazusi  Ocnepa-Panmro, reMaHrunoMsl,
remMopparndeckuii BackynuT lllenneiina - ['eHoxa, JpHUTEMBI, T'e€MOpparu4ecKue
auxopanku, runosutamuHo3sl C u B u ap. ).

B ocobyto rpynmny BKIIIOUAIOT pa3inyHble (OPMBI TaK HA3bIBAEMOI HEBPOTHUECKOW, UITU
UMHUTAIMOHHOMN, KPOBOTOYHBOCTH, BBI3BIBAEMON y ce0si caMUMH OOJIBHBIMH BCIICACTBHE
paccTpoiicTBa NCUXMKU MyTeM MEXaHWYECKON TpaBMaTH3allMii TKaHU (HAIIMITBIBAHUE
WIN HAacachlBaHWE CHUHSIKOB, TPABMHUPOBAHUE CIU3UCTHIX O0OJOYEK U T. JA. ), TaWHBIM
NPUEMOM JICKQpPCTBEHHBIX TMPETMapaToB T€MOPParndeckoro ACHCTBHSA (dalle BCEro
AQHTHKOATYJSIHTOB ~ HENPSIMOTO JCWCTBUS - KyMmMapuHOB, (eHmnmHa w 1p. ),
CaMOWCTSI3aHUEM WJIM CaTu3MOM Ha 3pOTHYECKOW MouBe W T. A. Pexxe BcTpedaroTcs
omuzkue k JIBC-cunapomy TpomOoremMopparunueckue 3a0ojieBaHMs, MPOTEKAIOIINE C
BBIPQKCHHOH JTMXOPaIKOM-TPOMOOTHIECKAss TPOMOOIIUTONIEHNYecKass myprypa (0oie3Hb
MoukoBHUY) U TEMOJUTUKO-YPEMUUYECKUI CUHIPOM.

OO0mass nuarHocThKa TeMopparndeckux 3a0oieBaHUil M CHUHAPOMOB Oa3upyeTcss Ha
CIIETYIOIIUX OCHOBHBIX KPUTEPHSIX:

OTIpe/ieJIeHHe CpPOKOB BO3HHMKHOBEHHS, NABHOCTH, UIMTEIBHOCTH M OCOOCHHOCTEH
TedyeHus: 3a0oyieBaHus (TMOSBICHHE B PaHHEM JIETCKOM, IOHOIIECKOM Bo3pacte JH0o y
B3pPOCIIBIX U MOXKWJIBIX JIIOJIEH, OCTPOE WM MOCTENEHHOE Pa3BUTHE T'€MOPPAruvecKoro
CHUHJIpOMa, HEJIaBHEE MJIM MHOTOJIETHEE (XPOHHYECKOE, PEIUINPYIOIIee) ero TCUCHHE U
T. 1. ;

BBISIBJICHUE 110 BO3MOXKHOCTH CEMEMHOTO (HACJIEZICTBEHHOT0) T'eHe3a KPOBOTOUMBOCTH (C
YTOYHEHHWEM THUIIa HacJlelOoBaHWs) JMOO0 MNPUOOPETEHHOro XapakTepa OO0Je3HU;
YTOYHEHHWE  BO3MOXKHOH  CBSI3M  Pa3BUTUS  TEMOPPArdveckoro  CHHApPOMA  C
NPE/IIECTBOBABIINMHU MAaTOJOTHYECKUMHU MPOLIECCaMH, BO3JIEHCTBUSAMH (B TOM YHUCIIE U
JedeOHBIMH - JIGKAPCTBEHHBIE TMpenaparbl, NPUBUBKU HW Jp. ) ©U (HOHOBBIMHU
3a0oneBaHus MU (OOJIE3HU TI€UYEHHU, JIEHKO3bl, MH(PEKIMOHHO-CENTUYECKUE MPOIECCHI,
TpaBMbI, IIOK U T. 1. );

oTpesiesieHne MPEUMYIIECTBEHHON JTOKAIN3aIiH, TSHYKECTH U TUIA KPOBOTOUMBOCTH. Tak,
npu Oone3snu Ocnepa - Panmro mpeoOnamaloT W 4YacTo SBISIOTCS €IMHCTBEHHBIMU
VIIOPHBIE HOCOBBIE KPOBOTEYCHHUS; TPU TATOJOTUH TPOMOOIIMTOB-CHHIKOBOCTD,
MaTOYHBIE U HOCOBBIE€ KPOBOTECUCHHS, NpPU TeMODWIHSIX- TIIyOOKHE TeMaToMbl U
KPOBOU3JIHSIHUS B CYCTaBBHI.



Tunbel  KpoOBOTOYMBOCTH. I'€MaTOMHBIM THII CBOMCTBEH psAly HAaCIEICTBEHHBIX
HapyIIEHUI CBepThIBAEMOCTU KpoBU (remoduminnu A u B, Tsxensiii gepuuut daxropa
VII) u npubpereH-HBIX KOaryJonaTUii- MOSIBIEHUI0 B KPOBU HMHTHMOUTOPOB (PaKTOPOB
VIII, IX, VIII + V, nepeno3supoBKE aHTUKOATYJISHTOB (3a0pO-IIMHHBIE TE€MAaTOMBI).
Xapakrepuzyercst 0OJIe3HEHHBIMU HANPSDKEHHBIMU KPOBOUBIUSHUSIMH B TOAKOXKHYIO
KJIETYATKY, MBIIIIIbI, KPYITHBIE CYCTaBbl, B OPIOIIMHY U 3a0pPIOIIMHHOE MTPOCTPAHCTBO (CO
CIABJICHUEM HEPBOB, pa3pyLICHUEM XpsIleil, KOCTHOW TKaHU, HApYyIIEHHEM (YyHKUUN
OTIOPHO-JBUTATENLHOTO amniapaTra), B HEKOTOPBIX CIy4asX- MOYEYHBIMH U HKEIyJA04YHO-
KUIIEYHBIMUA KPOBOTEUCHHUSAMH, UIUTEILHBIMU aHEMHU3UPYIOMIUMUA KPOBOTECUYCHUSIMH W3
MECT MOPE30B, PaH, Nocie yaaleHus 3y00B U XUPYPrU4eCKUX BMEIIATEIbCTB.
KanunisipHelil, WM MUKPOLMPKYJISATOPHBIN (ITETEXHATbHO-CUHIYKOBBIH), TUIl CBOMCTBEH
TPOMOOIIUTONICHUSIM U TPOMOOLIUTOIIATUSIM, OoJie3HN BuineOpanna, a Takxke AeUIHTY
dakTopoB nporpombuHOBOTO KomIutiekca (VII, X, V u II), HekoTopbIM BapraHTaM THIIO-
u  JaucuOpUHOreHEMUHN, YMEPEHHOM MEepeJOo3UPOBKE aHTUKOAryiasHToB. Yacto
COUETAETCS C KPOBOTOUYMBOCTBIO CIU3HUCTBIX 000JI0UEK, MEHOpparusMu. Bo3MOKHBI
TSDKEJbIe KPOBOUBIIUSHUS B MO3T.

CMenaHHbld KanWUIIPHO-TEMAaTOMHBIN THI KPOBOTOYMBOCTU-TIETEXUAIbHO-TISITHUCTHIE
KPOBOM3JIMSIHMSI B COYETAaHWU C OOIMIMPHBIMH IUIOTHBIMH KPOBOMBIIUSHUAMH U
rematroMaMu. [lpu HacneACTBEHHOM TIeHe3e KPOBOTOUMBOCTH JTOT THIl CBOMCTBEH
Tsokenomy aehunuty dakropor VII u XIII, Tsokensim popmam 6ose3nn Bumnebpanaa, a
U3 TPHUOOPETEHHBIX-XapaKTepeH il OCTpbhlXx U mnonocTpeix ¢opm JIBC-cunapoma,
3HAYUTENBHON NIEPEI03UPOBKE AHTUKOATYJISTHTOB.

[Tpu nuddepeHnnanbHO AUATHOCTUKE CIENYEeT YYUTHIBATh W OOJbIIKME pa3Iudus B
4acTOTE€ W PaCHpPOCTPAHEHHOCTH TE€MOPpPAard4yecKuX [UaTe30B, OJHU M3 KOTOPBIX
UCKJIIOYUTENBHO PEKH, TOTAA KaK Ha JIpyrue NpUXOJIUTCS MOJABIstoee OONbIINHCTBO
BCTPEUAIOIINXCS B KIIMHUYECKON MPaKTUKE CIIydaeB KPOBOTOUUBOCTHU. [ eMopparndeckue
nuaTe3bl, 0OYCIIOBIIEHHBIE HApyIIEHUSMU B CBEpThIBarolleil cucreme kpoBu. Cpenu
HaCJIEACTBEHHBIX (pOopM moaBistoliee OOMBITMHCTBO cliydaeB (0onee 95%) npuxoautcs
Ha aepurut komnoHeHTtoB (aktopa VI 11 (remodunus A, Gonesnr BuiieOpannma) u
dakropa IX (remodunus B), mo 0,3- 1,5% - wa medunur daxropor VII, X, V u XL
Kpaiine penku (eauHu4HbBIE HaOMIOJEHUS) (OPMBI, CBSI3aHHBIC C HACJIEICTBEHHBIM
nepunurom npyrux ¢akropoB-XII (nedexkr Xaremana), II (rumon-porpomOunemus), |
(runonucubpunorenemust), XII (mepunur QubpuHcTabunusupyromero Qakropa).
Cpemu npuobpereHHBIX (opm, momumo JIBC cuHApoMa, mpeobiagaroT KoaryaomnaTHH,
CBsA3aHHbIE ¢ AePUIMTOM WM Jenpeccuer pakTopoB npoTpomoOuHOBOro komuiekca (11,
VII, X, V),- Oosie3nn meueHu, OOTYpalMOHHAS JKENATyXa, KHUIICYHBIC IUCOAKTEPHUO3BI,
Nepe03UPOBKa aHTUKOATYJISTHTOB -aHTaroHUCToB ButamuHa K (kymapunsl, GeHWINH U
Ip. ), TeMopparudeckasi 0071e3Hb HOBOPOKICHHBIX; (POPMBI, CBSA3aHHBIEC C MOSBICHUEM B
KPOBM HMMMYHHBIX HHTHOUTOPOB (DaKTOPOB CBEpPTHIBAHUS (Yalle BCEro AaHTUTEN K
dakropy VIII); KpoBOTOUMBOCTH, OOYCIIOBJICHHAs TeNapUHU3AIMEH, BBEIACHHUEM
npenaparoB (puO-pUHOIUTHYECKOTO (CTPENTOKMHA3a, YPOKHHA3a W JAp. ) u aedudpu-
HUPYIOLLEro AeicTBUS (apBUH, aHKPO, Aepubdpasa, pentuiaza, aHquctpoH-H).

I'emogunuu. I'emodunuss A u B-perieccuBHO Hacienyembie, CLEIJICHHBIE ¢ MooM (X-
XpOMOCOMO#) 3aboseBaHus; OONCIOT JIMIAa MYKCKOTO TIOJIa, >KCHIIWHBI SIBIISIOTCS
nepegatyuiiaMu  3a0oJieBaHUsI. ['enetnueckne  ACQEeKTH  XapaKTEPHU3YIOTCS
HEIOCTaTOYHBIM CHHTE30M Wi aHomanueil ¢axtopoB VIII (koarynsiuoHHas 4acTp) -
remopmns A win gaxrtopa IX - remopunus B. BpemenHsblil (OT HECKOIBKUX HEAETH 110



HECKONBKUX MecsleB) mnpuoOpereHnbii aepuuut ¢dakropo VIII, pexe - X,
COIIPOBOXKJIAIOUINICS CUJIBHOM KPOBOTOYMBOCTBIO, HAONIONAETCS M Yy MYXK4YMH, U Y
YKEHIIMH (0OCOOCHHO B MOCIIEPOJOBOM MEPHUOJE, Y JIMI ¢ UMMYHHBIMU 3a00JICBAHUSIMU)
BCJIE/JICTBHE TMOSBJIECHUS B KPOBHM B BBICOKOM THUTPE AaHTHUTEN K O3TUM (hakTopam.
[TaTorenes. B ocHOBE KpOBOTOUMBOCTH JICKUT MU30JIMPOBAHHOE HApyIIEHHWE Ha4yalbHOI'O
JTara BHYTPEHHEIO0 MEXaHU3Ma CBEpPThIBAHMS KPOBM, BCIEJICTBHE YETrO pE3KO
yaauHseTcss oOuiee BpeMsl CBEPThIBAHUS LENbHOM KpPOBH (B TOM umcie mapamerp R
TpOMOORJIACTOTPaMMbI) M IIOKa3aTeau  Oojee  YyBCTBUTENIBHBIX  TECTOB -
ayTokoarysiiioHHoro (AKT), akTHBUPOBAaHHOIO MapLUAIbHOIO TPOMOOIIACTHHOBOTO
Bpemenu (AIITB) u 1. a. IlporpomOuHOBOE Bpemsi (MHAEKC) M KOHEUHBIM 3Tar
CBEPTBHIBAHMS, a TaKXe BCE MapamMeTpbl TPOMOOLMTAPHOIO TeMocTaza (YUCIIO
TPOMOOIIMTOB M BCE BMIBl WX arperanuu) He Hapymatorcsa. [IpoObl Ha JIOMKOCTb
MHUKPOCOCY0OB (MaHXETOYHasl U Jp. ) OCTAIOTCA HOpMaibHbIMU. KilnHMYeckas kapTHHA.
['eMaTOMHBII THUIT KPOBOTOYMBOCTH C PAHHET0 JETCKOT0 BO3pacTa y JIMI MYXCKOT'O 110J1a,
OOMJIbHBIE M JJIMTENIbHbIE KPOBOTEUEHHs IOcie JIOOBIX, Jake MajblX, TpaBM U
orepanuii, BKIItOYasi SKCTPAKIMIO 3yOOB, MPUKYCHI I'y0 U s3bIKa U T. 1. XapaKTEPHbI
NOBTOPSIOIMECS KPOBOUBJIUAHUS B KPYINHBIE CYCTaBbl KOHEUHOCTEH (KOJIEHHBIE,
TOJIEHOCTONIHBIE W JIp. ) C TMOCJIEAYIOUIMM pa3BUTHEM XPOHMYECKHX apTPO30B C
nepopmanyeil M OrpaHHYEHUEM TOABM)KHOCTH CYCTaBOB, aTpodued MbII U
KOHTpPaKTypaMH, WHBAJIUAUZUPYIOMUX OOJBHBIX, 3aCTABISAIOLUIMX HX I0JIb30BATHCS
OpTONENINYECKON KOppEeKUUeH, KOCThUIAMHU, WHBAJIUIHBIMU KOJSICKaMH. BO03MOXKHBI
OoJiblIIie MEXMBIIIEYHbIE, BHYTPUMBILICUHbIE, MOJHAJKOCTHUYHBIE M 3a0pIOIINHHBIC
reéMaToOMbl, BBI3BIBAIOIME MHOIZA JECTPYKIMIO IOJuIeXkalieid KOCTHOM TKaHU
(remouiiuecKkue TMCEBIOOMYXO0JIN), MATOJOTHUYECKHUE MEPEeIOMbl KOCTeH. B03MOMXKHBI
VIOpHBbIE PEUUIUBUPYIOIINE IKEYyJAOYHO-KHUILIEYHbIE M TOYEYHBbIE KPOBOTCUECHHMS.
Tspkects  3a005I€BaHUS  COOTBETCTBYET CTENEHH JAePUIUTAa aHTUTeMOPHINYECKHX
dbakToOpoB: TIpH KpaliHe TsHKETbIX GopMmax ux ypoBeHb Hike 1 %, npu Tsokensix - 1-2%,
cpenHent TsokecTH - 3-5%, nerkoi - Oonbiie 5%. OaHako Mpu TpaBMax U OMEPALUIX
yrpo3a pa3BUTHS OMACHBIX JJS >KU3HM KPOBOTEUEHHUH COXPAHSAETCS M TPHU JIETKUX
dbopmax remodwinu, u aumb nogaepxkanue ypoBHsa ¢dakropoB VIII wimum IX Berme 30-
50% oOecneunBaeT HaJexHbIM remocras. JluarHo3. I'emoduiuio mnpeamnonaramT y
OOJBHBIX MYKCKOI'O TOJIa C F'€éMaTOMHBIM THUIIOM KPOBOTOYMBOCTH U TeMapTpoO3aMu,
BO3HUKAIOUIMMHM C paHHEro nercTBa. JlabopaTopHble MpHU3HAKU: YAJUHEHHE OOIIEro
BPEMEHU CBEPTHIBAHUS KPOBU MPHU HOPMAJbHBIX IOKA3aTENIIX MPOTPOMOWHOBOTO U
TpoMOuHOBOro TtectoB. Jlns nuddepenunansHoil nuarHoctuku remopunnun A u B
UCTOJB3YIOT TECT TeHepaluu  TPOMOOIUIACTHHA, KOPPEKLUHMOHHbIE MpoObI B
ayTokoaryjorpamMmme: Npu TeMOQUIuUd A HapylIeHHE CBEPTHIBAEMOCTH YCTpaHSETCS
noOaBieHUEeM B IJIa3Me  OOJBHOTO  JIOHOPCKOW  IUIa3Mbl,  IPEIBAPUTEIBHO
azicopOupoBaHHO# cynbdaTom Oapus (mpu 3ToMm yaansercsa dakrop IX, HO coxpaHseTcs
dakrop VIII), HO He ycTpaHseTCs HOPMAIBHON CHIBOPOTKOM, MPOJOIIKHUTEIBHOCTh
xpaHeHust kotopor 1-2 cyt (comepxkut daktop IX, Ho mumena dakropa VIII); npu
remounuu B xoppekuuio gaer crapas ceiBopoTKa, HO He BaSO4-nna3ma. [Ipu Hanuuuu
B KpOBM OONBPHOTO HMMYHHOTO HMHTHOHMTOpa aHTHreMO(pHIndeckoro ¢akropa
("uaruburopHas" ¢opma remoguiINM) KOppeKkuuioo He naloT HEU BaSO4-mnasma, Hu
cTapas ChIBOPOTKA, MaJI0 HapacTaeT YPOBEHb ACPHUIIMTHOrO GakTopa B miazMe O0JIbHOTO
nocjie B/B BBEJICHUSI €r0 KOHIIGHTpaTa WJIM JOHOPCKOW Iuia3mbl. TUTp MHrubGuTopa
OTIPENEISIIOT IO CIOCOOHOCTH pPa3HBIX pPa3BEICHUM IUIa3Mbl OOJBHOTO HapyIIaTh
CBEPTHIBAEMOCTh  CBEXEH  HOpMalbHOM  JoHOpckoil  mmasmbl.  Kodakropnas



(koMIOHEHTHAas) TeMowIns - O4eHb peakas (Gopma. Tum HacIegOBaHUS ayTOCOMHBIMH.
Huzkas axktuBHOCTH (akTtopa VIII ycTpansercs B TecTe CMENIMBAHUS TLTa3Mbl
uccienyemMoro ¢ IuiasMoil  GonmbHoro remogunuein A. Bpems kpoBoTeueHus,
aJre3uBHOCTh TPOMOOLIUTOB, YpPOBEHb B IUIa3Me ¢akropa Bumnebpanga u ero
MyJIbTUMEpHAsi CTPYKTypa HE HAPYIIEHBI, YTO OTJIMYAET KO(PAKTOPHYIO TreMOPUIHIO OT
6one3nn Bunnebpanna.

[Ipopunaktuka. 1. Meauko-reHETUYECKOE KOHCYJIBTUPOBAHUE, OIpPEACIICHHE I0Jia
W10Jja ¥ HAJIUYUS B €ro KieTkax reModuinueckoid X-xpomocoMsbl. 2. [Ipodunaktuka
reMapTpo30B M JPYrUX TeMOopparuu: JucnaHcepusalus OOJbHBIX, PEKOMEHIAIUU
ONpEEIEHHOTO0 00pa3a JKU3HH, YCTPAHSIOLIET0 BO3MOXHOCTh TpPaBM, paHHEE
UCIIOJIb30BAHME  JOMYCTHUMBIX  BHAOB  JedyeOHOM  (U3KynbTypbl  (IJIaBaHUE,
aTpaBMaTU4YHBbIE TpeHa)kephl). OpraHuzaiysi paHHEro BBEICHHUS aHTUTEMO(DUINYECKUX
IpernapaToB Ha IOMY (BbI€3HbIC CIIEIUATH3UPOBAHHBIE OpUTaibl, 00yYEeHUE pOaUTENCH
B IIKOJE MEAMIMHCKUX CEeCTep); PEHTTEHOTEepanmusi MOpaXXEHHBIX CYCTaBOB,
XUpyprudyeckass W H30TONMHAS CHUHOBIKTOMHUS. B Hambonee TsDKENbIX —ciydasx
cuctematuueckoe (2-3 paza B Mecsl) NpodUIaAKTUYECKOE BBEICHUE KOHIICHTpaTa
daktopoB VIII wnnu 1X.

bonesns Bunneopanoa - onyie N3 HauOoJiee YaCThIX HACIEICTBEHHBIX T€MOPPArHIecKuX
nUaTe30B.  AYTOCOMHO Haclenyemblid JAeQUIHUT WIM aHOMajdbHAas CTPYKTypa
CUHTE3UPYEMOI'0 B SHAOTEIMH COCYAOB MAaKpPOMOJEKYISIPHOTO KOMIIOHEHTa (akTopa
VIII. Ilatorene3. Hapymiaercs B3auMOJEWCTBHE CTEHOK COCYIOB C TPOMOOIIMTaMH,
BCJIC/JICTBHE YEro MOBBIIIAETCS JOMKOCTh MHUKPOCOCYAOB (TIOJOKHUTEIbHBIE MPOOBI Ha
JIOMKOCTh ~ KalnuJuIIpoB), 0pH OoJbIIMHCTBE (OPM PE3KO BO3pAcCTaeT Bpems
KPOBOTEUEHUS, CHIDKAETCS aJre3MBHOCTh TPOMOOLUTOB K CYOIHIOTEIHIO M HX
arrIIOTUHALMS 110 BIUSHUEM pUcTOMUIIMHA. OTHOBPEMEHHO B OOJIBIIEH MM MEHbIIEH
CTENIEHU CHUXKAETCs KoaryJsiuoHHast akTuBHOCTh (akropa VIII, uto cOmmkaer 6one3Hpb
Bunne6panaa ¢ nerkumu popmamu remopusinu A (0TCI0JIa CTapoe Ha3BaHHWE OOJIE3HU -
anruoremoumust). Knuauueckass kaptuHa. Y KEHIIMH ¢ IpoQy3HBIMH MEHOpparusMu
00JIe3Hb YacTO MPOTEKAET HAaMHOTO TsDKeJee, YeM y MY>KYHH. THUIl KpOBOTOYMBOCTH B
TSKENbIX CIy4dasx CMEIIaHHbIM, B OoJjiee JErKuX - MHUKPOUUPKYIATOpHbIA. Ilpu
HE3HAYUTENIbHOM TpaBMAaTU3AlMM BO3HUKAIOT Te€MOpPpPArud B KOXY M MOJIKOXKHYIO
KJIETYaTKy, HOCOBBIE U MAaTOYHbBIC KPOBOTEUEHHMS, YACTO OLUIMOOYHO paclieHUBaeMble KaK
TUCQYHKIMOHATIBHBIC, peXe- KelylO0YHO-KHIIEYHbIe, BHyTpuuepenHsle. ['eMapTpo3sl
peAKU U TOpakaroT JUIIb €AMHUYHBIE CYCTaBbl, HE BEAYT K IIYOOKHMM HapylIEHUSM
(GyHKIMK ONOPHO-ABUTaTEeNIbHOrO ammapata. Haunbonee My4yHTENnbHBI HU3HYpPSAIOIIME U
aHEeMU3HPYIOIME MEHOpparuu, Mu3-3a KOTOPbIX MHOIJA MPHUXOJUTCS Mpuberarb K
KCTUpHanuu Matku. Bo Bpemst GepemenHoctu ¢akrop Bumnebpanaa npu oaHux
dbopMax HoOpManmu3zyeTcs M pPOAbl MPOTEKAIOT HOPMAIbHO, MPHU JIPYTrUX-OCTAETCS
CHW)KEHHBIM M POJbI OCIOKHSAIOTCS IMPU OTCYTCTBHM aJI€KBATHOW TEpanuU-ONacCHBIMU
JUIs JKW3HM KpPOBOTEYEHHUsIMU. Bo3MokHO coueranue Oosne3sHun BuaneOpanma c
Pa3IUYHBIMU ME3EHXHUMAaJIbHO-COCYIUCTHIMU AUCIUIA3UIMU - TelleaHrudKTazuen (hopma
KBuka), apreproBEHO3HBIMH IIYHTaMH, MPOJAOMPOBAHUEM CTBOPOK KIIAIIAaHOB CEPALa,
c1a00CTBIO CBSI30YHOTO ammapara u T. 1. JlnarHo3 ycTaHaBiIMBAIOT 1O TUIUYHOU (hopme
MOKU3HEHHOW KPOBOTOYMBOCTH M BBISABICHHUIO B Pa3HbIX COUYETAHUAX CIEAYIOIINUX
NPU3HAKOB: TOJIOXKUTEIBHBIX MPO0 HAa JIOMKOCTh KAaNWUISPOB; YIJIMHEHUS BpPEMEHU
KPOBOTEUEHUS, 0COOCHHO B IIPOOax ¢ HalO)KeHUEeM MamKeThl (+40 MM pT. CT. ) o A#iBH,
BbopxrpeBunky min [IIMTUKOBOM, NpyU HOPMAIBHOM COJEPKaHUN TPOMOOLIMTOB B KPOBH,



HOpPMaJbHOM HX BEJIMYMHE; CHUKEHUS aAre3MBHOCTH TPOMOOLMTOB K CTEKIYy U
KOJUIAr€HY, CHI)KEHUs AarrIloTHHAIMM HUX T1O0J  BIUSHUEM PUCTOMUIMHA U
OJIHOBPEMEHHOTO  HApYILIEHHS HayalbHOTO 3Tala CBEpPThIBAEMOCTH KpOBU (B
ayTOKOAryJSIIUOHHOM TECTE, NPH HCCICIOBAHUM AKTUBHUPOBAHHOIO NapLHUAJIBHOTO
TPOMOOTIIACTUHOBOTO BpeMeHu). [lpu OonbmmHCTBE (GOPM CHUXKEHBI AKTHUBHOCTH
dakropa BumneOpanaa B riasme u (i) TpoMOOIUTaX, a TAKKE€ YPOBEHb CBS3aHHOTO C
HuM antureHa. Koarymsiumonnas axtuBHOcTh (aktopa VIII mpu omgnux dopmax
CHW)KEHa, IPH JAPYTuX - HopMalibHa. [locnie TpaHcdy3un cBexeit T0HOPCKOM TIa3Mbl UITH
BBEJICHUI KpHOMNpenunuTaTta akTUBHOCTH (akrtopa VIII mpu 6onesnnm BumieOpanna
BO3pacTaeT B OOJbIIEH CTENEHU U Ha Oosee JUINTEIbHBIA CPOK, YEM MPU reMopmiinu A.
Pan ¢opm OGone3nn BumneOpanna cBs3aH ¢ HENpaBWIbHBIM PACIPEACIIEHUEM 3TOTO
dakTopbl MeXIy MIa3MOW W TpoMOOUMTaMU (HalpUMEp, B TPOMOOLMTAX WX Majo, B
mia3Me -MHOTO WJIM HAao0OpOT) U HAapyIIEHHEM €ro MYJIbTUMEPHOW CTPYKTyphl. M3-3a
ATOr0  Pa3sHOOOpa3usi MATOr€HETUYECKUX (OpM  KaKIbli W3  MEpPEeUnCICHHBIX
7a00paTOpPHBIX TMPU3HAKOB MOXKET OTCYTCTBOBaTh, YTO 3aTPYAHSET TUATHOCTUKY
OTIIEJPHBIX ~ BapUaHTOB  JaHHOTO 3a0oneBaHusd. OpHako  TUNUYHBIE  (OPMBI
JUAarHOCTUPYIOT TOCTaTOYHO HAJIEKHO.

Hepuuyum ¢axkmopa XI (2emogpunua C) - peakoe ayTOCOMHO HaCIEyeMOe
3a0osieBaHMe (Yallle BCTPEUAETCsl y €BpeeB), XapaKTepHu3yrolieecs: cliadbiM HApyIICHUEM
BHYTPEHHEI0 MEXaHW3Ma HAuyaJbHOTO 3Tama CBEPTHIBAaHUS KPOBHU, OTCYTCTBHUEM WU
HE3HAYUTENIbHON BBIPAXXEHHOCThIO TeMmopparuu. Knumnuyeckas kaptuHa. Yamie Bcero
00Je3Hb TPOTEKAaeT OECCHMITOMHO M CIy4allHO BBISABISETCS TPU HCCICTOBAHUU
CBEpTHIBAIOIIEH CHUCTEMBbI KpoBU. CHOHTaHHAs KPOBOTOYMBOCTH OTCYTCTBYET WIIH
HE3HauMTeNbHA. TpaBMbI U ONEpalluu B pslie ciydacB (HE BCErla Jake y OJHOTO U TOTO
e OOJIbHOTO) OCIIOXKHSIIOTCS KPOBOTEUEHHUSIMH. J[MarHOCTHKA OCHOBAaHA Ha BBISBICHUU
HapYIICHHUsS] HAYaJIbHOTO dTana CBEpPThIBaHUs KpoBH (B ayTokoarynorpamme, AIITB) npu
HOPMaJIBHOM TPOTPOMOMHOBOM UM TPOMOMHOBOM BpEeMEHH. B KOPPEKIIMOHHBIX TECTax
HapyIICHHE UCHPABISIOT Jo0aBieHWeM Kak HopManbHOW Ba304-turasmel, Tak u
HOPMAaJIbHOM CHIBOPOTKH (OTIMYME OT Jierdaimux Gpopm remobunnu A u B).

Ilpuoopemennvie hopmul depuyuma paxkmopoe npompomounH06020 Komnjiekca 4aiie
BCcero OOYCIIOBIEHBI MPHUEMOM AHTHUKOATYJISIHTOB HEMPSIMOTO JEHCTBUS (KyMapHUHOB-
NeJeHTaHa, CUHKymapa u Jp. , (eHunuHa), K-BUTaMHUHHON HEZOCTATOYHOCTBHIO TMPHU
00TYpallMOHHOM JKENTyXe U KHUIICYHOM JUCOAKTEPHO3e, TSKEIBIMH 3a00JICBAaHUSIMHU
MEYCHH, CUCTEMHBIM aMUJIOWI030M, Upe3MEpHOW nenpeccueid 3Tux (akTopoB (HUKE
20% wHopmbl) Ha 3-7-W JeHBb TMOCIe pOXIeHus (remopparudeckass 0o0Je3Hb
HOBOPOXJEHHBIX). CrenyeT, OJHAKO, Yy4YWUTHIBaTh, YTO B YKa3aHHBIX CHUTYyaIUsIX
KPOBOTOYMBOCTh YaCTO BO3HHMKAE€T M BCIEACTBUE OJIHOBpeMeHHOro paszButus [[BC-
cunapoma. Knuandeckas kaptuHa. KoMITIeKCHBIN TPHOOPETEHHBIN ASPUITUT BUTAMUH-
K-3aBucumbIx  (akTOpOB TEPBOHAYATBHO TMPOSBISECTCS MMETEXHATbHO-CHHIYKOBON
KPOBOTOUMBOCTHIO (B YAaCTHOCTH, Te€MOPparusiMd B MeCTaX HWHBEKIIMH, HOCOBBIMU U
JIECEHHBIMU KPOBOTEUYCHUSIMH, TeMaTypuei ), 3aTeM 0oJiee OOITUPHBIMU KPOBOTIOTEKAMU
U TeMaToMamMHu B O0JIaCTH CHHMHBI, B 3a0pPIOIIMHHOM IMPOCTPAHCTBE, TEMOPpArusiMu B
OpIOIIMHY U CTEHKY KHIIIOK, HEPEIKO UMUTHUPYIOIIIUMHU OCTPHIN )KUBOT, MEJICHOW, MHOT/1a
KPOBOUBIUSHUAMU B MO3T. JIMarHo3 yCTaHABIMBAIOT MO HAJIUYHIO T€MOPPArnueckoro
CHHJIpPOMa M  XapaKTepHbIX HApYyLIEHUM TreMocra3a - PE3KOro  CHIKEHUS
IPOTPOMOMHOBOTO WHAECKCA W CBEPTHIBAEMOCTH B OOIIMX KOATYJISIIMOHHBIX TeCTax



(ayTokoarynorpamma, AIITB) npu HOpManbHbIX TPOMOMHOBOM BpPEMEHH, YPOBHE
¢bubprHOTeHa, OTpULIATENBHBIX MapaKoaryIsLUOHHBIX TECTAX, HOPMAIbHOM COJIEPKAHUU
B KPOBHU TPOMOOIMTOB. YUHUTHIBAIOT MPEIIECTBYIOIME 3a001€BaHUs U BO3ACHCTBUS, B
TOM YHCJI€ BO3MOKHOCTb OTPaBJICHUSI KyMapruHaMH (JIEKapCTBEHHBIE (DOPMBbI, KPBICUHBIN
an u np. ). Jleuenue. Ilpu HacnenctBeHHOM aeduuute (HakTOPOB MPOTPOMOMHOBOTO
KOMIUIEKCAa - 3aMeCTHUTeNIbHas Tepanusi (CBeKe3aMOpOKEeHHas I1a3Ma, BBEJCHUE
npenapata [IIICh B/B). Ilpu npuoOpeTeHHbIX (opMax-Takas e Tepanus U BBEICHUE
BOJIOPACTBOPUMEBIX MpenapaTtoB BuTamuHa K (Bukacomna) mo 20- 40 Mr B/B MOBTOPHO 110
KYIUPOBAaHUS KPOBOTOYMBOCTH W HOpMaju3alldd MPOTPOMOMHOBOTO  BpPEMEHHU.
JuchubprHOreHeMHH- HACJIECTBEHHbIE MOJIEKYJSIPHbIE aHOMaluu (UOPHUHOTEHA,
Xapakrepusymomuecs 1100 3aMeAJIEHUEM CBEPTHIBaHUSA ATOro Oesika IMOJA BIUSHUEM
TpoMOMHa W  TPOMOMHONOAOOHBIX  (epMeHTOB, MO0  HENPaBWIBHOW  €ro
noJiuMepu3anuei, 1100 N3MEeHEHUEM YyBCTBUTEIBHOCTH K (GUOPHUHOMU3UHY (TUIa3MHUHY).
KpoBoTounBOCTh (Kak HpaBWIIO, JiETKas METEXUAJIbHO-CUHSIYKOBAs) BBIABISAETCS JIUIIb
pU HEKOTOPBIX (popmax, Tornaa Kak npu OOJNBIIMHCTBE POPM HET YIpo3bl KPOBOTEUEHUH
WM UMEETCS HAaKIIOHHOCTh K TpoMO03aM.

I'emoppazuueckue  Ouameswvl, 00yCN06/lIeHHble  NAMOAO2UE  MPOMOOUUMOE.
TPOMOOIIMTONIEHUH W TpoMOouuTomatuu, 1poMOOLMTONEHUYECKass  MypIypa
(unuomaTtuueckasi, mpuoOpeTeHHas) - cOopHas rpyirna 3abojeBaHuil, oObeaUHsIEMAs 110
NPUHIMITY €IMHOTO MaTOTeHe3a TPOMOOLMTONEHUH; YKOPOUEHHS KU3HH TPOMOOLIUTOB,
BBI3BAHHOTO HAJMYMEM AHTUTEN K TPOMOOIMTAM WM MHBIM MEXaHW3MOM HUX JIM3HUCA.
PaznuyaroT ayTOMMMYHHYI0 W TalTEHOBYI0 MMMYHHYIO TpoMOonuTorneHuio. B cBoro
ouepelb AayTOMMMYHHasi TPOMOOLIMTONEHUS MOXKET ObITh KaK HIUONATHUYECKOH,
NEPBUYHOM, TaK W BTOPUYHOM. B MpoMCXO0XKIEHWU TranTeHOBBIX (MMMYHHBIX) (opm
TPOMOOIIMTONIEHUH  BEAyllee 3HAYeHHE HWMEIOT MEIUKAMEHTBhl U WHOEKIIUH.
Knunnyeckass kaptuHa. HapymieH TpoMOOIMTapHOCOCYAUCTHIN TeMOCTa3. XapaKTEPHbI
CUHSIKM M TEMOPpAruy pa3jindyHoON BETUYMHBI U GOPMBI Ha KOXKE; KPOBOTEUEHUS U3 HOCA,
JIECEH, MAaTK{, WHOIZA M3 IIOYEK, >KEIyIOYHO-KHMIIEYHOro TpakTa. KpoBoTeueHus
BO3HUKAIOT CIOHTAaHHO; IMOSIBICHUIO CHUHSKOB CIOCOOCTBYIOT ymuObl. CruieHomeranus
OTCYTCTBYET. 3a00JIeBaHUE OCJIOXKHSIETCS XPOHMUYECKOW >Kene30JePUIMTHON aHeMHEi
paznuyHoOi TspKkecTU. TeueHue 3a00JeBaHUSI MOKET OBbITh JIETKUM, CPEAHEH TSKECTH U
TsOKeNbIM. JlnariHo3 TpoMOOIMTONEHHUYECKON MypHypsl MpeanoyiaraerTcsi Mpu HaJIUudUH
reMOpparud Ha KOXE€ B COYETAHMH C HOCOBBIMM M MAaTOYHBIMM KPOBOTECUYEHMSIMHU.
JlaboparopHasi JUarHOCTHKa: TPOMOOLMTONEHMSI B aHalu3ax nepudepruueckor KpOoBH,
YIJIMHEHWE BpeMeHu KpoBoTeueHus mno/lptoky, AiiBu mnu bopxrpeBunky- Baanepy,
MOJIOKUTENbHBIE MPOOBl Ha JIOMKOCTh KAaIllWJUIIPOB, MOBBIIIEHHOE WM HOPMAaJbHOE
coJiep KaHHE METaKapuoOLUTOB B KOCTHOM Mo3re. KimHU4ecKu JuarHo3 ayTOMMMYHHOMR
TPOMOOIIMTONEHUHU MPEANOIaraloT Ha OCHOBAaHMM OTCYTCTBUSI CEMEMHOrO aHaMmHe3a U
JIpYyruX  TNPU3HAKOB  HACIEACTBEHHOro  JepUuIMTa  TPOMOOLMUTOB, a  TaKXKe
MOJIO)KUTEIILHOTO pe3yJibTaTa CTEPOUIHOM Tepanuu.

Cnnenocennvie  mpomooyumonenuu -  TPOMOOIIMTONCHHH,  OOYCIOBJICHHBIC
cruieHoMeranmedn u runepcrieHn3MoM. Ilatorenes. CruieHomeranuu Jr000T0 reHesa
MOTYT COTPOBOXIATHCS TOBBIIICHHOW CEKBECTpalMeld W JCCTPYKIMEH TPOMOOIUTOB.
JlnarHo3 OCHOBaH Ha OOHAPYXEHHH TPOMOOIIMTOIICHUHU TIPU YBEIIMYCHHOH Celie3eHKa U
HOPMAJIbHOM (MJTM JJa)Ke PEaKTUBHO YBEITMYEHHOM) UYHCIIE METaKapHOIUTOB B KOCTHOM
mo3re. Jleuenme  maroreHeTHuyeckoe -  CIUIGHIKTOMHS.  CHMOTOMaTH4ecKHe



TPOMOOIIMTOIICHHUH, OoOyCJIOBJICHHBIE  HapyIICHUEM, TpOMOOLIMTOOOpA30BaHMS,
BCTPEUaIOTCsl MPU HEOIIACTHUECKHX, AINTACTUYECKUX U JAPYTUX 3a00J€BaHUSAX KOCTHOTO
Mo3ra (OCTphIe U XPOHUYECKHUE JICMKO3bI, aljla3uil KPOBETBOPEHUS PA3IMYHOTO TeHE3a,
Muenopuopo3, OCTEOMHUAINOCKIEPO3, MHUEIOKapIMHOMaro3, ©Oone3nb Ilemxera u
HEKOTOpHBIE Apyrue 3abosaeBaHusi KocTei). J[MarHo3 cTaBAT MpH BHISBICHUU 3a00J1€BaHUS
KPOBETBOPHOI CHUCTEMBl € TpPOMOOILMTONECHUEH, HAPYIIEHUH METrakapuolUuTo- U
TPOMOOIIMTOOOpPA30BaHUA MO JaHHBIM MOP(QOJOTHYECKOIO HCCIEN0BAaHUSA KOCTHOIO
Mo3ra. JledyeHue HampaBIeHO Ha OCHOBHOE 3a0ojeBaHue. TpoMOOIMTONATHH -
3a00JIeBaHUsI, B OCHOBE KOTOPBIX JISKUT BPOKJIEHHAs (Yallle BCETO HACJIEICTBEHHAS) UITU
npuoOpeTeHHass  KauyeCTBEHHass  HEMOJHOLIEHHOCTh  TpoMOomuToB. [lpm  psge
TpomOouuTOnaTUX BO3MOKHA HEMOCTOSIHHAs BTOpUYHAs TPOMOOLMTONEHUs (OOBIYHO
yMepeHHas), OOyCIIOBJICHHAsI YKOPOUEHHUEM IMPOJOJDKUTEIBHOCTH KU3HU JEPEKTHBIX
TpombonuToB. Tpombactenus (Oosne3np ['nmaHmMaHHa) - HaclaeICTBEHHOE 3a00JIeBaHUE,
nepegaBaeMoe IO ayTOCOMHO-JOMHUHAHTHOMYHWJIM HEMOJHOMY PELEeCCUBHOMY THILY,
nopaxaroriee Jui; odoero moisa. Ilatorenes. IlepBuunbiii nedext kommareH- u AJD-
WHAYIMPOBAHHOW arperaiyy TPOMOOIIMTOB MPU COXPAHEHUU PEAKIIUU OCBOOOXKICHUS U3
TPOMOOIIMTOB IUIACTUHOYHBIX KOMIOHEHTOB: cepoToHuHa, AJlD, dakropos Il u IV u
JIp. TIPY BO3JICUCTBUU KOJIJIAaT€HOM.

Jluzazpezayuonnvie mpomoéoyumonamuu - HAPYIICHUE OJHOW WIM HECKOJIBKUX
arperaioHHbIX (YHKIHUN TIacTUHOK. B rpymmy BiiItouaroT (GOpMBI C HapyIICHHEM
peaKkiuu OCBOOOXKIEHUS TPOMOOLMUTAPHBIX (aKTOpOoB M 0Oe3 Hero, a Takke C
HapylIeHHEeM HakoIieHusT B 3TuX KIeTKaxAT®, AJI® u ceporonuna. IlaTorenes.
HacnenctBeHHO 0OyCIIOBIEHHOE WM MPUOOPETEHHOE CHUYKEHUE BCEX WM OTHAEIBHBIX
aJIr€3MBHOArPETaIlIMOHHBIX CBOMCTB. CBOMCTBOM MPOBOIIUPOBATH CKPBITYIO TUCHYHKIIUIO
IUTACTUHOK WJIM  BBI3BIBAaTH €€ O00NajaeT psja  JICKapCTBEHHBIX  IPernapaToB:
alleTHIICAHUIINIIOBAsT KUCI0Ta, OyTanuoH (deHnnOyTa3oH), HHAOMETAIUH (METUHAON) U
np. 'emopparuueckue nuaressl, 00yCIOBICHHbIE TATOJIOTUEN COCYOB.

Hacneocmeennan meneanzuikmaszus (TeMOpparnueckuii anruomaros, 6omnesns Ocnepa
- Pangio) - HacencTBeHHOE 3a00eBaHue, IEpeaaBaeMoe 0 ayTOCOMHO-OMUHAHTHOMY
TUIY. XapaKTepU3yeTcs HCTOHUYCHHEM M HEIOCTaTOYHBIM pPa3BUTHEM Ha OTACIHHBIX
y4acTKaX COCYIHMCTOTO pyciia CyO’HIOTENHAIbHOTO KapKaca MEJIKUX COCYIOB,
HEMOJHOUEHHOCThI0 3HAoTenus. Ilatorene3. B neTckoM mim 1OHOIIECKOM BoO3pacTte
00pa3yroTcs TOHKOCTEHHBIE, JIETKO KPOBOTOYAIME U TPAaBMHUPYEMbIE Majible aHTHOMBI; B
psne ciaydaeB (OPMHUPYIOTCS apTEPUOBEHO3HBbIE HIYHTHI B JIETKMX U JPYTHUX OpraHax,
NpoYre MPU3HAKU HETOJIHOLEHHOCTH ME3CHXHMBI - PACTSKUMOCTh KOXHU (pe3uHOBas
KO’Ka), CIIa00CTh CBSI30YHOTO ammaparta (MPUBBIYHBIC BEIBUXH, MTPOJAOUPOBaHNE CTBOPOK
KJIalaHoB cepjua). Bo3moxkHo coueranue. ¢ Oone3npto BusieOpanna. Knunuueckas
kaptuHa. [IpeoOnamaroT penuIuBUPYIOUIME KPOBOTEUCHHMS] M3 TEJICAHTUIKTA3UH,
PAcIOIOKEHHBIX Yallle BCEro B HOCY. Peke KpoBOTOUAT TeIeaHTMIKTa3bl Ha KaliMa Tyo,
CIIM3HUCTHIX 00OJIOYKAX POTOBOM IMOJIOCTH, TJIOTKH, XKelyaka. YUciao TelneaHTHIKTa3uid
KpOBOTEUEHUI HapacTaeT B IEPHO]l IOJOBOIO CO3peBaHUs U B Bo3pacte 1o 20-30 ner.
[Tpu HaMM4UMK apTEpPUOBEHO3HBIX IIYHTOB BO3HUKAIOT OMABIIIKA, ITMAHO3, TUITOKCHYECKUH
DPUTPOIIMTO3; PEHTTCHOJIOTHYECKH B JIETKUX OOHAPYKUBAIOT €IMHUYHBIC OKPYTJIbIC WIIH
HETPaBUIBHON (GOPMBI TEHH, OIIMOOYHO TPUHUMAaEMBbIe HEPEIKO 3a OIyX0Ju. Bo3MoxKHO
COYETaHHWE C MPOJAOMPOBAHHEM CTBOPOK KIAMaHOB cepaua (IIyMbl, apUTMHA),
TUIIEPMOOMIBHOCTBIO  CYCTaBOB, BBIBUXaMH M JAPYTUMH  ME3CHXUMAaJIbHBIMU



HapylLIeHUsIMU (TeMOpparnyeckue Me3eHxuMasibHble nuciasuu no 3. C. bapkarany) u ¢
nedpunutom  daktopa Bumnebpanma (cunmpom  Ksuka). 3aboneBaHuHe  MOXET
OCJIO)KHUTBCS LUPPO30M IedeHH. J[MarHo3 OCHOBaH Ha OOHAPYXEHUH TUIUYHBIX
TEJICAHTMIKTA3UM, PEUUIMBHUPYIOIUX KPOBOTCUEHHH M3 HHMX, CEMEHHOIO Xapakrepa
3a0oneBaHMsl (BO3MOXKHBI M crHopaandeckue ciydan). CyIecTBEHHbIX HapyUIeHUH
CHUCTEMBbl TIeMocTa3a HeT (KpoMe cllydyaeB codeTaHuss c¢ jgepuuuroMm ¢akropa
Bunnebpanna). Ilpu  yacTblx ©M  OOMIBHBIX  KpPOBOTEUEHHUSX  Pa3BUBAECTCS
HocTreMopparuyeckasl aHeMHs; IpU apTEePUOBEHO3HBIX NIYHTaX - OSPUTPOLUTO3,
HOBBIIIEHHOE COJIEP’KaHUE IreMOTIJIO0NHA B KPOBH.

I'emoppazuueckue cocmoanus, 6vI36AHHbBIE COYEMAHUEM HAPYUWIEHUN PA3NUYHBIX
KOMROHEHM 08 CUCEeMbl 2eMOCma3d, BCTPEUAI0TCS OYEHb YacTo.

Haubonee TUMUYHBIM MPEACTaBUTENIEM JaHHOW TPYIIIHI SIBISIETCSI OCTPBIN U MOJAOCTPHIN
BAPUAHTBI CUHOPOMA OUCCEMUHUPOBAHHO20 HYympucocyoucmozo ceepmuieanus (JIBC-
cuaapom). JBC-cunapoMm, Ha3bIBaeMblii TakkKe TPOMOO-TeMOppParuyecKuM, WU
Koarysiomnatueid moTpebiieHus, UMEeT CBOM OCOOCHHOCTH pa3BUTHA. | 'eMopparuu mnpu
HeM  BTOpuYHBL.  OHM  BBI3BIBAIOTCSI ~ MHOXKECTBEHHBIMH  MHKPOTpOMOamu,
noTpeOnsomumMu GUOPUH W TPOMOOLMTHI W BBI3BIBAIOIIMMHU TEM  CaMbIM
TUMOKOAryJsiiuio.  [umokoaryssinusi  OoObIYHO — ycUIUBaeTcs TunepGuOpruHOIN30M,
UMEIOIIUM PEaKTUBHBIN xapakTep. Xpouuueckue turbl [IBC-cuHapoma mpakTHYeCKH He
MPOSIBIISIFOTCSI KPOBOTOYHMBOCTBIO M B TAHHOM pa3Jielie pacCMaTpPUBAThCS HE OYayT.
Knuaudyeckn IUCCEMUHUPOBAHHOE BHYTPHUCOCYIMCTOE MHUKPOCBEPTHIBAHUE KPOBU
OposIBIIIETCS  KpallHEe  pa3HOOOpa3Ho. Oto  pasHooOpazue  ompenensieTcs
HETPeACKa3yeMbIM ¥ CaMbIM NPUYY/UIUBBIM COYETAHWEM pPACIPOCTPAHEHHOCTH U
BBIPQKCHHOCTH TPOMOO3ZHPOBAHUS MHUKPOIHMPKYIATOPHBIX IYyTEH TEX WM WHBIX
BHYTPEHHUX OpPTaHOB C aKTHUBAIlMEH CHCTEMbl KMHMHOB, KOMIUIEMEHTa M BTOPUYHOTO
¢ubpunonmuza. CyllecTBEHHOE 3HAYEHHE MMEET He TOJbKO HHTECHCHUBHOCTH
TpoMOOOOpa3oBaHWs B €€ KOJMYECTBEHHOM  OTHOIIEHWH, HO U  CKOPOCTh
TpoMOOOOpa3oBaHUs, a TakKe JIOKaIM3aIlusi MPEUMYIECTBEHHON  o0Typanuu
MHUKPOLUPKYISTOPHOTO PYyCla, ONpeAesstonias HapylueHus (QyHKUUHA TeX WIM HHBIX
opraHoB. ['emopparum, CHIDKEHHE apTepUANBHOTO JIaBJICHHS W  yMCHBIICHHE
(YHKIIMOHATEHBIX BO3MOYKHOCTEH BHYTPEHHUX OPTaHOB ONPECIISIOTCS BEIPAXKECHHOCTHIO
BHYTPHUCOCYIUCTOI'O MUKPOCBEPTHIBAHUS KPOBU.

KpoBoTounBoCcTh M reMopparud B KOXY YacCTO SBISIIOTCS HauOojiee 3aMETHBIMU
cumntomamu JIBC, ocoGeHHO y JuIl MOoJI00r0 Bo3pacta. OHU ONpeeNsitoTcsl TaKUMHU
U3MEHEHHUSIMM CBOWCTB KPOBH, KaK YMEHBIICHHE YPOBHS MPOKOATYJISHTOB, CHUKEHHEM
yuciaa TPOMOOLMTOB, H3MEHEHUSMH UX (YHKIHMOHAIBHBIX CBOMCTB, BBI3BaHHBIX
NeiicTBUEM TpOMOMHA, a TAaKKe aKTUBalMel peakTHMBHOro (GpuOpuMHOIM3Aa U JEHCTBUEM
HEKOTOPBIX MPOAYKTOB Aerpanauuu pudpuHa — ¢udpunoreHa. KpoBoTounBocTh yaiie
BCET0 MPOSBISETCS KOXXHBIMH METEXUSAMHU, SKXHUMO3aMHU, KPOBOTOUHUBOCTHIO CIIM3HCTBIX
000J104€eK, KPOBOTOYMBOCTHIO U3 MECT UHBEKIUI, FeMaTypueil, KpOBOXapKaHbEM.
WMHorma KpoOBOTOYMBOCTE M MHUKPOTPOMOHMPOBAHHE MOTYT OTPAaHUYHMBATHCS paMKaMU
OJTHOTO WJIM HECKOJIbKUX OPTraHOB, TAKMX KaK TOJIOBHOW MO3T, OYKH, Jerkue. [Ipu satom
Ha TEPBBIN IUIAH BBICTYMAIOT SBJICHUS (DYHKIMOHAIHHONW HEJOCTATOYHOCTH TOTO HIIU
WHOTO OpTraHa, KOTOPHIE U OTPEACISIIOT KIIMHUYECKYI0 CHMITOMATHKY.

Teuenune /IBC-cunapoma MOKET UMETh M 0OpaTHOE pa3BUTHE, OJJHAKO ITO 3aBUCUT Kak
OT JICYEHHs], TaK U OT CIIOCOOHOCTEH caMOro OpraHu3Ma K HEHTpanu3aluyu aKTUBHBIX
¢dakTopoB cBepThIBaHUS KpOBH, (puOpuHa. KnuHuueckas KapTHHA BHYTPUCOCYAHMCTOTO



MUKPOCBEPTHIBAHHUS KPOBU MOXET OCJIOKHATHCA SIBJICHHUSAMH OCTPOM HIIEMUH OPTaHOB.
OTH cilyyau Helb3s CUMTATh PEIKUMU. JJOBOJBHO 4acTo 3TOT (heHOMEH HabirofaeTcs y
OOJIBHBIX C HEOIJIACTHYECKMMH 3a00JIEBaHUSIMH, y KOTOpbIX npuszHaku JIBC-cunapoma
MOTYT COYETaThCS C CUMITOMaMHU MOBEPXHOCTHOro (piedurta, Tpom0O03a riiyOOKUX BEH,
TOJIEHHU, apTepUaIbHOT0 TpoMO03a U a0aKTEpUAIBHOTO TPOMOOTHYECKOTO FHIOKAPIUTA.

XOoT  KJIMHMYECKHE  IPOSABIECHUA  JAUCCEMMHMPOBAHHOTO  BHYTPHCOCYAMCTOIO
MUKpPOCBEPTHIBaHUSI KPOBU BECbMa pa3HOOOpa3HbI, HEOOXOAMMO UMETh B BHAY, YTO BCE
OHHM B IIEPBYIO OYEPE/b BBI3BIBAIOTCS HAPYLIEHUSAMU KPOBOTOKA B MUKPOLIMPKYJIATOPHOM
pycie TeX WIN UHBIX OPTaHOB 3a CYET MUKPOTPOMOO3UPOBaHUS, 00YCIOBIUBAIOIIMMHU TO
WIM WHOE HapylleHHe WX (QYHKOUHA, a BO BTOPYIO — BBIPQXEHHOCTBIO U
PacCIpOCTPAaHEHHOCTHI0 FEMOPPArun4ecKoro auare3a, KOTOPBIM B CBOIO OYEpPEIb MOXKET
OKa3aThb BJIMSHME HAa (QYHKIMM TE€X WIM HMHBIX OPraHOB M CHCTEM, IO CBOEMY

MOIUPUIIPYSI KJIMHUYECKYIO KapTUHY 3a00JIeBaHMsL.
O Bo3MmoxHOCcTH pa3Butus JBC-cunapoma ciegyer HNOMHHMTb, Korja y OOJBHOTO
UMEIOTCS HapylIeHUs KpOBOOOpaIeHus, UHpEKIUH, 3JI0KaUeCTBEHHBIE

HOBOOOPA30BaHMsI, TEMOJIUTUYECKAST AaHEMUSI.

Knunnyeckass kapTWHa, JOCTaTOYHO YETKO MOKET IOMOYb JMAarHOCTHPOBATH
BHYTPUCOCYJIMCTOE MHUKpPOCBEPTHIBAHWE KPOBH B OCTpPOM BapuaHte. [l BbISIBICHUS
xpoHuueckoro tuna JIBC xnMHMuYeckue TmoKa3zaTeiad JaloT 3HAYUTENBHO MEHBIIE
uHpopManum.

6. OpueHTHPOBOYHASI OCHOBA JIEHICTBMH Bpa4a 1o Je4YeHUI0 00JIbHOIO0:

Jleuenue cemogpunuu. OCHOBHOW METOJ - 3aMECTUTEIbHASI TEMOCTaTHYECKas Tepamnus
KpHUOTpEUnUTaToM uiu KoHleHTpartamu akrtopa VIII (mpu remodunuu A) unu pakrop
IX - mpenapat IIICB (npu remodunuu B). Ilpu oTcyTcTBUM 3THX penapaToB WIN
HEYCTaHOBJIEHHOU (popme reMopuiInK - BBEIEHUE B/B CTPYHHO OOJIBIINX 00bEMOB
CBEXEH MIIM CBEKE3aMOPOKEHHOW TOHOPCKOH TIa3Mbl, COJIepKallel Bce HE00X0IUuMBbIe
dakropsl cBepThiBaHuA. [Ipy reModunnu A KpUOTIPEIMITUTAT BBOJST B 3aBUCUMOCTH OT
TSYKECTH FEMOpPpPAruy, TpaBM MM XUPYPIUUECKOro BMeNaTenbCTa B o3ax ot 10 no 30
EJl/xr 1 pa3 B cyTku, mna3my - B 1o3ax mo 300-500 mu kaxneie 8 4. [Ipu remopunnu B
BBOJIST KOHIIEHTpaThl pakTopa [X mo 4-8 103 B cytku (nox npukpeituem 1500 EJ]
renapuHa Ha KaXJIyro J03Yy) JTu00 TOHOPCKYIO miasmy (1o 3-4 aueit xpanenus) mo 10-20
MJI/(KT _ CYT) €XKEeIHEBHO WM uepes JeHb. [Ipu anemuzanuu npuberaroT Takxke K
TpaHcy3usm cBexeit (1- 2 qHel XxpaHeHus) OAHOTPYIITHOM TOHOPCKON KPOBH UITU
APUTPOLIUTHOMN Macchl. TpaHc]y3uu KpOBU U TUIa3MbI OT MaTepu OOJTLHOMY PEOCHKY
HelnenecooOpasHbl: y nepeiaTyul] reMopuiIni ypoBeHb aHTUTEMO(HMIIbHBIX (PaKTOPOB
CYILLIECTBEHHO CHMKEH. [ToKa3aHus K 3aMECTUTENBHON TEPANINN: KPOBOTEUEHHUS, OCTPBIE
reMapTpOo3bl U T€éMaTOMBI, OCTpbIE O0JIEBbIE CHHIPOMBI HESICHOTO TeHe3a (4acTO CBA3AHbI
C KPOBOMBIIUSHUSMHU B OPTaHbl), IPUKPBITHE XUPYPTUUECKUX BMEIIATEILCTB (OT
yJaneHusi 3y0OB J10 MOJOCTHBIX onepanuil). [[puunHbl Heyaay: pa3BeeHUuEe U MEJIJICHHOE
(karenpHOE) BBEICHNE KOHIIEHTPATOB (haKTOPOB MIIH IJIa3MBbl, APOOHOE BBEICHUE UX
MaJIbIMU J03aMH, OJJHOBPEMEHHBIE BIIMBAHUSI KpoBe3ameHuTenei (5% pacTBop IIIFOKO3bI,
MOJIMTIIIOKUH, TEMOJIE3 U T. JI. ), CHIDKAIOIIUX MyTeM pa3Be/IeHNs] KOHLEHTPauu
aHTUTeMO(DMIBHBIX (DAaKTOPOB B KpoBU 00bHOTO. [Ipn "nuHrnéutopusx" popmax
COYETAIOT M1azMadeped (yAaaeHre aHTUTEN K paKTopaM CBEPTHIBAHUS) C BBEICHUSIMHU
OUYeHb OOJBIINX KOJIMYECTB KOHLIEHTPATOB (PAKTOPOB M MPEAHU30JIOHA - 10 A-6 MI/(KI _
cyt). Jleuenue remapTpo3oB. B ocTpom nepuoje - BO3MOKHO OoJiee paHHSs
3aMeCTHTEIbHAsi FTeMOCTaTHUecKas Tepanus B Teuenne 5-10 qHeit, mpu 601bmux
KPOBOM3JIMSIHUSIX - MYHKIIUS CYyCTaBa ¢ aCUpalved KpOBU U BBEJEHUEM B €0 IOJIOCTh



TUIPOKOPTU30HA WM NTPEAHU30JIOHA (IIPU CTPOTOM COOIIOJEHUH ACENTUKH).
NmMmobOunu3anus mopakeHHON KOHEUHOCTH Ha 3-4 JHS, 3aTEM - paHHss JeueOHas
(¢U3KyIbTypa N0 NPUKPHITUEM KPUOIPELUUITUTATA; (PU3HOTEPAIEBTUUECKOE JICUEHUE, B
XOJIOJTHOM MEPUOJIE - TpsA3EIIeUEHHE (B MEPBBIE IHU MOl TPUKPBHITUEM
Kpuonpenunurata). [Ipu Bcex KpoBOTeUEHHUAX, KPOME MMOYEUHBIX, TOKa3aH IpUEM
BHYTPb AMUHOKAIIPOHOBOM KUCIOTHI 10 4-12 1 B cyTkH (B 6 npuemoB). JlokanbHas
reMOCTaTUYeCKas TepANus: allIMKalKs Ha KPOBOTOYAILYIO TIOBEPXHOCTh TPOMOMHA C
reMOCTaTHYECKOM TYOKOW 1 aMMHOKAIIPOHOBOW KUCIIOTON. BUKaco u nmpemnapaTsl
KaJbIus HendHEeKTUBHBI U HE TIoKa3aHbl. OcTeoapTpo3bl, KOHTPAKTYPHI, ATOJIOTUYECKUE
HEPEIOMBI, TICEBJOONYXO0JIN TPEOYIOT BOCCTAHOBUTEIBHOTO XUPYPIrHUECKOTIO U
OpTONEINYECKOTO JICUEHHUS B CIIEUAIM3UPOBAHHBIX oTAeneHusAX. [Ipu aprpanrusx
MIPOTUBONOKA3aHO Ha3HAYEHUE HECTEPOUIHBIX TPOTUBOBOCIANIMTENBHBIX IIPENAPATOB,
PE3KO YCUIIMBAIOIIUX KPOBOTOUNUBOCTb.

Jleuenue cemogpuruu C. B O0NpIIMHCTBE CydaeB JieueHUs He TpedyeTcs. [Ipu
oTepanusix 1 pojiax, OCJI0KHEHHBIX KPOBOTCUEHUSIMU,- CTPYHHBIE TpaHCPY3UH
CBEKE3aMOpPOXKEHHOH T1a3Mbl. [IpodunakTrka Takas ke, Kak pu 00Je3HU
Bunne6panaa. ucriporpoMOun - reMopparuieckue JuaTesbl, 00yCI0BICHHBIC
HAaCJIEACTBEHHBIM Ae(UIMTOM (PaKTOPOB MPOTPOM-OHHOBOTO KoMILiekca -VI|
(runonpoxoHBepTHHEMHUS ), X (6071e3Hb CTI0apTa - [Ipayapa), I (runmonporpoMOuHEMus)
u V (runoakuenepuHemMus . JlepuuuT nepeyncieHHbx (pakTopoB 4acTO BCTPEUAETCS KaK
nproOpeTEeHHBIN eeKT cucTeMbl TeMocTasa, Ho peako (pakropsl VII, X, V) unn
kpaiine peako (daktop II) kak HacnencTBeHHbIN nedekT. Knuanueckas kaptuHa. [1pu
nerkux ¢popmax - MUKPOLUPKYIISATOPHBIN, IPU 00Jiee TSXKETbIX-CMEIIIaHHBIM THTT
KPOBOTOYMBOCTHU. ['eMapTpo3bl pellku (IperumMyiecTBeHHO npu aeduiute Gakropa VII).
Juarnoctuka. [Ipu Bcex hopmax 3HaAYUTENBHO YIJTMHEHO TPOTPOMOUHOBOE BpEMsI
(CHM>KEH TPOTPOMOMHOBBIN UHJIEKC) IPU HOPMAILHOM TPOMOHMHOBOM BPEMEHHU.
BHyTpeHHMII MexaHU3M CBEpPThIBaHUS (ayTOKOAryjiorpaMma, akTHBUPOBaHHOE
napiuuaibHOe TPOMOOIIIIACTHHOBOE BpeMsi) HapyieH nipu aedunure dpakropos X,V u I,
HO OCTaeTcsi HopMallbHBIM Tipu fedunute dpakropa VII. Pazrpannuenue neduimmra
dakropoB X, V u Il mpoBoAAT ¢ MOMOIIBIO KOPPUTHUPYIOIIUX PO, TECTOB CO 3MEMHBIMU
A]1aMH, IyTeM KOJIMYECTBEHHOTO ONpeAeNIeHUs KaKI0ro U3 (GakTopoB

Jlevenue  6onesnu  Bunnebpamoa. llpm  KpOBOTEHYEHHMSIX U XUPYPTUYECKUX
BMEIIATEIbCTBAX- BBEJCHUS KPUOMPEIHUIHUTATa W CTPYHHO CBEKE3aMOPOKEHHOU
wia3mel. Jlo3pl ¥ 9acToTa WX BBEACHHS MOTYT OBITh B 2-3 paza MEHbIE, YeM IpHU
remopminn A. C mepBoro u 10 MOCJIETHEro JHS MEHCTPYaJbHOTO LMKJIA, a TaKKe MpU
HOCOBBIX W JKENyJOYHO-KHMIIEYHBIX  KPOBOTEYCHHSAX  HA3HAYAIOT  BHYTPb
aMUHOKAIMPOHOBYIO KUCHOTY (8-12 1/cyT)nnb0 OCylecTBIsSI0T TOPMOHANIBHBIN reMocTa3
(cMm. rnaBy "AxkymepctBo u skeHckue Oonesnu"). Ilpodunakrtuka. M3berath Opaxos
MEXTy OOJBHBIMU (B TOM YHCJIE MEXAY POJACTBEHHUKAMHU) B CBSI3U C POXKIICHUEM JIETeH ¢
TSHKETION TOMO3ZUTOTHOM (hOpMOii O0JIE3HHU.

Jleuenue npuobpemennvix ¢opm oegpuyuma ¢axmopos npompomoUHo8020 KomMniekca B
OOJBIITMHCTBE CIIy4aeB HE MOKA3aHO; MIPU OCTPHIX 0OCTOSATEILCTBAX (OOJBIINE OTIEPAIlUH,
MHOXECTBEHHbIE TpOMOO3bI) TMIa3mMadepe3 C 3aMEHOM TakuM K€ 00BEMOM
CBEKE3aMOPOKEHHOM WJIM HAaTUBHOW AOHOpcKoW muiadMmbl (o 800-1000 ma B aeHb B
TeueHue 2-3 THe).



Jleuenue mpomboyumonenuu. KoncepBaTuBHOE JieUeHHUE - HA3HAYCHHE MPEAHU3O0JIOHA B
HavanbHOM n03e 1 mr/(krcyt). IIpu HemocTtaTouHOM 3(eKTe 103y yBEIUUMBAIOT B 2-4
pa3a (Ha 5-7 nueit). IlpogomxurensHOCTb JieueHus 1-4 Mec B 3aBUCUMOCTHU OT 3P dekTa u
ero croikoctu. O pe3ynbTarax Tepaluu CBUAECTEIBCTBYET MPEKPALIEHUE FeMOPparuu B
Te4eHue nepBbix AHeil. OtcyTcTBUE >PdekTa (HopMaIu3auu ypoBHS TPOMOOLMTOB B
KpOBU uepe3 6-8 HeJ IeUeHUs: MPEIHU30JI0OHOM) WIIA €r0 KPaTKOBPEMEHHOCTh (OBICTPHIi
peuuanB TPOMOOIMTONIEHUH TIOCIE OTMEHBI CTEPOMIOB) CIYXHUT TOKa3aHUEM K
CIUICHOKTOMHUHU.  AOCONIOTHBIE  MOKa3aHUS K  CIUICHOKTOMHHM -  TSDKEJBIN
TPOMOOLIUTONIEHUYECKUIN reEMOPPArHYECKHI CHUHAPOM, HE IO TAIOIUHACS
KOHCEpPBATHUBHOM Tepanuu, MOSBICHUE MEIKUX MHOXXECTBEHHBIX T'€MOpparuv Ha JuIe,
A3bIKE, KPOBOTCUCHU, HAUMHAIOMIASICSI TEMOpPparusi B MO3T, a TakKe TPOMOOLUTONEHUS
CpelHel TsHKECTH, HO YacTO PelUAUBHUPYIOas U TpeOyromias MoCTOSIHHOTO Ha3HAYEHUS
IIOKOKOPTUKOUIOB. Teparnuio UMMYHHBIX TPOMOOIIUTONIEHUN XUMUOTEPANIEBTUUYECKUMU
npenapaTaMu-UMMYHOJIENIPECCaHTaMu (a3aTHONPUH, HUKIohochaH, BAHKPUCTHH U JIP. )
W30JIMPOBAaHHO WJIM B KOMIUIEKCE C MPEIHU30JIOHOM HA3HAYAIOT TOJBKO IIpU
HeA((EKTUBHOCTH  CTEPOMJHOM  Tepaluu U CIJIEHDKTOMHUM B YCJIOBHSX
CHEUAIN3UPOBAHHOIO CTallMOHAapa M JMIIb 1O >KU3HEHHBIM TMOKa3zaHuAM. [emocTta3
OCYILIECTBIIIIOT IyTEM TaMIOHaAbl (KOrJga BO3MOXHO, MECTHOTO WJIM BHYTPHUBEHHOTO
MPUMEHEHUSI AMUHOKAIlpOHOBOM KHCIIOTBHI, Ha3HAU€HUsl aJpOKCOHa, 3TaM3ujaTa
(IMIMHOHA) W JPYTUX CHUMITOMAaTUYECKUX CPEACTB. MaTo4yHbie KPOBOTCUCHHS
KYITUPYIOT TPHEMOM aMHUHOKAIPOHOBOW KHCIOTHI (BHYTph mo 8-12 T B JeHB),
MecTpaHnonia wid uadexynauna. [Ipornos paznuder. [Ipn ”MMYHOJIOTHYECKON peyKITUU
MErakapHOLUTapHOIO0 POCTKA, a Takke Npu HedIP(EKTHUBHOW CIUIEHIKTOMHH IPOTHO3
yxynamaetcs. banbHble mojyiexkar o0s3aTesibHOM nucnancepu3anuu. YacTory mocenieHui
Bpaya ONpeIeNsIIOT TSHKECTh 3a001eBaHus U MpoTrpaMMa JICUEHUs Ha JAHHBI MOMEHT.

Jleuenue nacnedcmeennoii meneaneudsxmasuu. B nepuoapl KpOBOTEUEHUN HCIONIB3YIOT
CpelicTBa MECTHOM W 0OIIel reMOCTaTUYECKON Teparuu - OpOoIIeHUsT TPOMOUHOM ¢ 5%
pacTBOPOM aMUHOKAIPOHOBOM KHUCJIOTHI, TAaMIIOHAJa HOCAa MACISHBIMM TaMIIOHAMU,
npwxkuranus u 1ap. bonee >ddexrtuBHa KpuoTepanus. B HMHBIX ciaydyasx NPUXOIUTCS
npuleraTb K XUPYpru4ecKoMy JIEUEHUIO (MCCEYEHHE AaHTHOM, IUIaCTUKA MEPEeropoaKu
HOca, TepeBsizka aprtepuii). Mcmonb3yloT OapoTepamnuio, MNPMKUTAHUS C TTOMOIIBIO
na3zepa. Bce 3Tu MepompusiTus 9acTo JAIOTIHINL, BpeMeHHBIM 3ddext. BBemenus
BUKAacoJia He Tmoka3aHbl. [Ipu comyrcTByromeM neduiure ¢akropa BumieOpanaa
MOKa3aHbl TpaHChy3UuM HATUBHOM TUIa3Mbl, BBEIEHUs Kpuomnpeuumnurarta. llpu
aHEeMHU3allUU -TeMOTpaHC(y3HH, BBEJICHUE MpenapaToB xene3a. [[poruo3 B O0IBIINHCTBE
CllydyaeB  OTHOCUTEIbHO  OJarompusiTHbId,  HO  BCTpedaroTcss  GOpMBI €
HEKOHTPOJIMPYEMbIMU KpoBoTeueHUssMH. IIpodunaktuka. W30eraTh TpaBMaTH3aluu
CIIM3HUCTBIX OO0OJOYEK B MECTax pAacloJIOKEHUsT aHTMOM, CMa3bIBaHHWE CIIM3UCTOU
000JI0YKH HOCA JIAHOJIMHOM (C TPOMOMHOM) HJIM HEUTPAIbHBIMU MacJIaMu.

Jleuenue /[BC-cunopoma. 13-3a BbIpa)K€HHOW reTEpOreHHOCTH JJAHHOM I'PYyMIbl, a TAKXKE
OTCYTCTBHUSI OOIICTIPUHATON KiacCU(UKAIMKN TOJOOHBIX COCTOSIHHIA, MPETEHI0BaTh Ha
BO3MOXXHOCTD JIaY¥ MCYCPITBIBAIONINX PEKOMECHIAINN JIJIsl KKJIOTO KOHKPETHOTO Ciydas
HE MPEACTABIIACTCS BOZMOXKHBIM. TeM He MEHee, MbI IojlaraeM, 4To MPUHITUIIBI JICUCHUS
TaKUX OOJBHBIX JIOJKHBI OBITh U3BECTHBI KAXKJIOMY Bpady.



1. VYpanenue wunm axkTuBHasg Tepanusi OCHOBHOM npuuuHbl J[BC-cungpoma —
AHTUOMOTUKU, IMTOCTATUKM, AaKTUBHOE JICUEHUE IlI0Ka, HOpMaiu3alus obbeMma
UPKYIHPYIOMEH IUIa3Mbl, PpOJOpa3pelleHre, OJKCTHpHamus Markk ©u T. I
2. OcraHOBKa BHYTPHUCOCYAHCTOTO CBEPTHIBAaHHS KPOBH — BBEIEHUE TelaphHa
NOJKO’)KHO WJIM BHYTPUBEHHO, aHTHArperaHTHbIE Ipenaparbl (KypaHTHJ, TUKJIONEIWH,
alleTWICATUIMIOBAsT KHCIOTa M Jp.); BBEAEHUE KOHLEHTpaTa BuTUTpoMOuHa III;
BBEJICHHE KOHIICHTpAaTa pOTEeHHA «C».
3. BBeneHne KOMIIOHEHTOB KPOBH IO MOKa3aHUSIM — TPOMOOIIMTHAs Macca, OTMBIThIE
SPUTPOLMTHI, KPUONPELUUIUTAT, HPOTPOMOMHOBBI KOMILJIEKC; CBEXE3aMOPOXKEHHas
miasma.

4. TlonmaBneHue uW30OBITOYHOTO (PUOPUHONM3A — T-aMUHOKAIPOHOBAsl KHUCJIOTA,
napaaMUHOOEH30Hasl KUCIIOTa.

EcrecTBeHHO, 4TO JTaHHOE JIEYEHHE JOJDKHO MPOBOJUTHCS MPHU MOCTOSHHOM KOHTPOJIE
ypoBHs (puOpHHOreHa, ynucia TpPOMOOIUTOB, a Takke GUOPUHOIH3A.
DKcTpakopnopalibHasi TpaBUXUPYpPruyecKasi KOpPpPEeKIUsl arperaTHOro COCTOSTHUSI KPOBU
IPY T€MaTOJOTUYECKUX M HEreMaTOJIOTHYECKUX 3a00IeBaHUSX.

['paButanmonnas  xupyprus kpoBu (I'XK) mnpencraBinser coboii  KOMIUIEKC
IKCTPAKOPIIOPATHHBIX METOIOB KOPPEKIIMH COCTaBa Mepu(epruIeckoil KPOBU C TIOMOIIHIO
CHENMAJIbHBIX YCTPOUCTB, B KOTOPBIX UCIOJIB3YIOTCS CUJIbI TPABUTALMU JJISl pa3iesICHUs
KHUIKOCTH Ha (pakumu. B 3THX ycTpoiicTBax, Ha3BaHHBIX TI'€MOIPOLECCOPAMHU-
¢dpaknroHaTOpaMu, TOJ BO3ACHCTBHEM IEHTPOOEKHBIX CHJI KPOBb pa3fensieTrcs Ha
KOMIIOHEHTBl pa3IMYyHOM MOJIEKYJIIpHOW Maccel. B pesynbrare mnpenacraBisercs
BO3MOKHOCTb Ul YAAJCHHs KJIETOK, IUIa3Mbl, TOKCUYECKUX BEIIECTB, UMMYHHBIX U
JIpYTAX KOMIIOHEHTOB KpOBHM, a TaKKe 3aMEHbl WX TpenapaTraMi, HaIlpaBICHHO
U3MEHSIOMMMH €€ MOpP(OJIOrHYECKH COCTaB, arperaTHOE COCTOSTHUE U PEOJIOTUYECKUE
CBOWCTBA.

B 3aBucnMocTy 0T coctaBa MOp(OIOrHYECcKOro cyocTpaTa, MoAIeKaIIero yAaJIeHHIO
(adepesy), metoabl ' XK gensiTcsi Ha HECKOIBKO PA3HOBUIHOCTEH:

1) nrasmaghepez — ynanenue minazmsl U3 nepudepruuecKoil KpoBH;

2) epanynoyumagpepes — ynaneHue rpaHyJIOIHUTOB;

3) rumpoyumagpepes — ynanenue TuMQpOINUTOB,;

4) mpomboyumacghepes — ynaneHue TPOMOOIIUTOB;

5) 6racmo-yumaghepez — ynanenue OJaCTHBIX KICTOK;

6) rum@paghepes — ynanenue muMdbl U3 TPYTHOTO TUM(PATHISCKOTO MPOTOKA;

7) muenoxapuoyumacghepez — paseicHHE CYCIICH3MH KOCTHOIO MO3Tra Ha KJIETOYHbIC
AJIEMEHTHI ¥ U3BJICYCHHE €€ DJIEMEHTOB U3 CYCIICH3UU.

['paBuxupyprudeckue onepanuyu MPUMEHSIOTCS B CIEAYIOUMX CIydasX, CBSI3aHHBIX C
HapyLIeHUSIMU MOP(OJOTHYECKOT0 U OMOXMMHUYECKOIO COCTaBa KpOBU: 1) KOppeKIus
OEKOBOT0 COCTaBa IJIa3Mbl — yIaJ€HUE K30- U YHIOTCHHBIX MATOJOTUYECKUX OENKOB;
2) KOppekuuss HWMMYHHBIX HapyHIeHHMH — YyAalleHHe M3 KPOBH MMPKYJIUPYIOLINX
UMMYHOTJIO0YJIHMHOB, KOMIJIEKCOB aHTUT€H — AHTHUTEJO0, KOMIIOHEHTOB KOMIUIEMEHTA,
T-numporuToB, IUMPBI U3 TPYAHOTO JUM(DATUYECKOTO TMPOTOKA; 3) KOpPpEeKUus
KJIETOYHOTO COCTaBa KPOBH — yJAJIEHUE TPOMOOIIMTOB, SPUTPOIIMTOB, OJIACTHBIX KIETOK
U JIp.

B OonpmmMHCTBE Ciy4aeB TpaBUXUPYPTHYECKHE ONEpallid TPOBOMSATCS TOTra, KOT/a
OOJIBHBIE OKa3bIBAIOTCS PE3UCTCHTHBIMU K OOIIENPUHSATOW TEpanud W HYKIAAIOTCS B
MEpPONPUATUAX, CHIDKAIOUIMX 3Ty PE3UCTEHTHOCTh W TOBBIMAOMUX 3PPEKTUBHOCTD
Je4eHHs] OOBIYHBIMU METO/IaMU KOHCEPBATUBHON TepaIH.



7. YueOHbIe CUTYyallHOHHBIE 3a1a4N:

1. bonbuo#t E., 22 net, cTyaeHT. B KIMHUKY JIOCTaBJIEH B CBSI3U C JECHEBBIM M
HOCOBBIM KpOBOTeUeHHEM. 3aboien 4 IHA TOMY Haszal; MOSIBUJIACh pe3Kas CliaboCTh,
007U B ropiie Mpu rioTaHUHM, KPOBOTOUMBOCTH JieceH. TemmnepaTypa Tela MoBhICUIIACh JI0
38,20C. TlonukIMHWUYECKUH Bpad AMArHOCTUPOBAJ AHTMHY, HAa3HAYMJ aMMOUIUAJUIMH,
AUETUICAIUIIMIOBYIO KUCIOTY. COCTOSIHME YJIYYIIWIIOCh; CETOAHS MOSBUIOCH HOCOBOE
KpoBoTeueHrue. OObEKTUBHO: 00111ee cocTossHUE TshKenoe. KokHble TOKPOBHI Osie/IHbIE, B
00JacTH TPYIHON KJIETKU - KPOBOMUBJIUSHUS THIIA SKXUMO30B. MUHIANUHbBI yBEIUYEHBI,
U3bSI3BIICHA, MOKPBITHI I'PSI3HO-CEPbIM HasieToM. CepAlle yMEPEHHO PACIIMPEHO BIIEBO,
TaxuKapus, CUCTOJINYECKUM IIyM Ha Bepxyuike. Iledens BeicTynaer Ha 1 cMm 1o nmpaBon
CPEAVHHO-KIIOYMYHOU JIMHUHU, MATKas 0e300Je3HEHHAas; celie3eHKa IMPOIIYIbIBACTCA B
nosioxkennn Calu y Kpast 1IeBoil peOepHOl AyTH, MATKasl.

AHanu3 kpoBu: 3puTporuThl - 2,3x1012/1, remornobun - 80 1/1, JIEUKOIUTHI -
2,5x109/1, 6mnactsl - 84%, cer nedtp - 13%, mumd - 3%. JnuTenbHOCTh KPOBOTEUCHHUS -
11 mun. Tpom6ouuTsl - 16x109/71. B MOYEBOM OCAaJIKE - €IUH. SPUTPOIIHUTHI.

1. Bam npennonoXuTenbHblid Juardos?
2. TakThka BeqeHus namueaTa’?

2. Y 6onbHoro Temmeparypa tena 38,30C, Goisblioe KOJIWYECTBO BBICTYIMAIOIINX
HaJ[ KOXKEH SpUTEMATO3HbBIX BBICHIIIAHUI HA HUKHEN 4acTH HOT. J[pyrux maToJoru4ecKux
bu3uKanbHBIX U 1a00paTOPHBIX JAaHHBIX HET (kpome yckopeHuss COD mo 40 mm/u).
Pentrenorpadus rpy1Hoil kineTku: 0e3 maToaoruu.

Bam npeanonoxuTeabHbIi AUarHos?
Taktuka BeneHus 00JIHLHONU?

3. XKenmmua 20 njer xadyercs Ha MOTEpPH anmeTura, cyodeOpuibHYyIO
TeMIiepatypy, 0ol B IJie4aX M STOAMIIAX, XPYCT B CyCTaBax pPyK Npu (Pu3nyecKux
ynpaxueHusix. AJl Ha npaBoit pyke 70/50 MM pT. cT., Ha neBo# pyke - 60/40 MM pT. CT.,
Ha oOeux Horax - 120/80 mm pt. cr. [lynbec Ha pykax ene mpomrynsiBaerca. COD 50
MM/4.

1. Kakue uccrienoBanusi Hy>KHO IPOBECTH /JI1 YCTAHOBJIEHHUS TUarHo3a’?

2. Haznaubte neyenue?

KoHTpoJibHBbIE CUTYallHOHHBIE 3aJaAHUSI.
1. bompnout I'., 25 ner, uwacoBmmk. JlocTraBieH B KIMHHKY OpUTagHOW CKOpOM
MEIUIIMHCKOM MOMOIIN ¢ OOUIFHBIM KPOBOTEUEHHEM U3 JIYHKHU y/IaJeHHOTO 3y0a.

bonen ¢ panHero nmercrBa, HEOJHOKPATHO OBIBAIIM KPOBOUBJIUSHHUS B KOJICHHBIE
cycTaBbl, Makporemarypus. [Ipy OOBEKTMBHOM HCCIEIOBAHUH: KOXHBIC MOKPOBBI U
BUJUMBIC CIH3UCThie OnenHbie. KolleHHbIE CyCcTaBbl yBENIMYEHBI B  00BeEMeE,
nedOopMUPOBaHbI, OTPAHUYEHBI B TOJBIKHOCTH. CUMNTOMBI HIMIKA U KTyTa, Mpoda
KoHuanosckoro - OTpULIATEIIbHBIE. [Tynsc 80  ya/mMuH,  PUTMHUYHBIH,
YAOBJIETBOPUTEIBHBIN TIO HAMOJHEHUIO U HanpsikeHuto, AJ[ 100/60 mwm pT. cT.

Ananu3 kpoBu: sputpouutsl - 3,6x1012/n, remornobun - 96 1/1, AeKOUUTHI -
7,8x109/n, nefikonutapHas ¢opmyna: m. HeHTp - 4%, cerm HEUTp - 72%, mumd - 16%,
MOH - 5%, 303 - 3%, COD - 18 mm/4, TpombonuTh - 260x109/71; CKOPOCTH CBEPTHIBAHUS
KpOBH - 2 4, BpEMsI KDOBOTEUEHHMSI - 2 MUH.

Bam npeanonoxuTeabHbIi AUar1os?

TakTrka BeneHus 00JILHOro?

2. bonpnas K., 21 r., crynmentka. Ilpm mnocrymienun sxajayercd Ha OOWIbHOE
KpOBOXapKaHue, IeMOpparuueckyro Chlllb Ha KOXE KOHe4uHocTeW, rpyau. [Ipumepno
Mecsll TOMYy Hazax OBUIO CHIIBHOE HOCOBOE KpoBoTeueHue. lIpu OOBEKTHBHOM



UCCJIEAOBAaHUU: KOXHBIE TOKPOBBl M BHUIUMBIE CIU3UCThIE OJeAHbIC, HMEIOTCS
MHOKECTBEHHbBIE TE€MOpPpPAruyeckue BBICHINIAHUS - CIMBHBIC, MPUYYJIUBBIE (OPMBI -
CBEXKHE M Ha Pa3HBIX CTAIUSIX 00paTHOro pa3BUTHs. [10M0XKUTENbHBIE CUMIITOMBI IIIUIIKA,
xryra, npoda Konuanosckoro. Ilpu mokomaunBanuu Kocted OOJE3HEHHOCTH HET. AJ]
100/60 mm pt. cT. Temnepatypa tena 37,20C. AHanu3 KpoBHU: 3pUTPOIUTHI - 2,8x1012/11,
reMorjooun 82 r/m, nerkonutsl - 6,8x109/1, neiikorurapHas Gopmyna: m. HEUTp - 2%,
cerm. Heutp - 70%, nmumdp - 20%, mon - 3%, 203 - 5%, COD - 12 mm/u. [lyHkius
KocTHOro Mmo3sra: merakapuoruthl 0,5x109/71, u3 Hux y 95% He OTIIHYpPOBBIBAIOTCS
KPOBSIHBIE  TUIACTMHKH;  HMMEIOTCS  €IMHUYHBIE  TpPOMOOUMTHL.  TpomMOOIUTHI
nepudepuueckoir kpoBu - 12,6x109/1, TpomOomuTorpamma: rousle - 40%,
nereHepatuBHbie - 20%, 3pensie - 35%, crapeie - 5%. OTHOCUTENbHAS IOTHOCTH MOYH -
1022, B ocasike MHOTO CBEKHX U BBIIIEIOYEHHBIX 3PUTPOLIUTOB.
Bai npeanonoxXuTenbHblil 1uarios?
TakTrka BeneHus O0JILHOI?

9. BHeaynuTopHasi caMocTosiTeJIbHasi padoTa
Peghepamul na memy:
1. O6mue npeacTaBiIeHUss O CUCTEME reMocTa3a, MMMYHUTEeTa W BocnajleHuu. OleHka
AKTUBHOCTH BOCIMAJICHUS] U CTENEHU TOBPEXKICHUS OPraHOB MPU TEMOPPArHUYECKUX
nuaTe3ax.
2. JJabopaTopHas IMarHOCTUKA T€MOPPArnYeCKUX AUATE30B (OMpeeieHne ayTOaHTHUTE,
KOMIIOHEHTOB CHCTEMBI KOMIUIEMEHTA, KJIETOUYHBIX HWMMYHOJIOTHYECKUX pEaKIui,
moKasarejel aKTUBHOCTH DJHJIOTENHUSA U OCTpo(a3oBOro OTBETAa OpraHu3Ma.
baktepuonoruueckue U cepoIorHueCKUe TECTHI).
3. [IpuHOHNBI COBPEMEHHON TE€PANIMU FEMOPPArnYeCKUX JUATE30B.



