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B mocoOuu npuBeneHbl 0COOCHHOCTH KIMHHUYECKHUX IMPOSBIEHUN OCHOBHBIX HO30JIOTMUECKUX
dbopM remMopparuyecKux IUaTe30B M CUCTEMHBIX BAaCKYJIUTOB Yy JIET€H B pa3HbIE BO3pPACTHBIC
nepuoAbl U MoApocTKoB. OMUCaHbl COBPEMEHHbBIE METO/IbI TUATHOCTUKU HAPYIIECHUI B CUCTEME
reMocTa3a U XapakTepa MopakeHuil CoOCyI0B pa3HOro Kaauopa. Janbl KpUuTepuu TUAarHOCTUKHU U
OCOOCHHOCTH TEUYEHHUS M IMPOTHO3a B JIETCKOM BO3pacTe. 3HAUYUTEIbHOE BHUMAHUE YIEIEHO
COBPEMEHHBIM CXE€MaM JICYEHUS U TPOPHITAKTUKE.



3

CucremMHblIe BAaCKYJ/IUTbI

CucteMHble BacKyJaUThl — 3TO TIpynna Ooje3Heid, OObEIUHEHHBIX MEPBUYHBIM
NOPaXEHUEM CTEHKHM COCYJOB pa3JIMYHOro KajiuOpa M BTOPUYHBIM BOBJICYEHHEM B
IIATOJIOTUYECKUI IIPOLECC OpraHoB M TKaHEeW. B ocHOBe — acenTuyeckoe BOCHAIEHUE U
JI€30praHu3alus CTEHOK COCYOB.

B 1992 romy Obuta mpeio)keHa HOMEHKIATypa IMEPBUYHBIX CHCTEMHBIX BAaCKYJIHTOB
(Uygamua A.T'., 2001) ¢ yyeToM rucTonaToJoTMYecKMX U MMMYHOJOTHYECKUX OCOOCHHOCTEH
HOpaKEHUI COCYIOB Pa3jIMYHOIO KanauOpa B CONMOCTABICHUM C MHOT0OOpa3ueM KIMHHYECKUX
IIPOSIBIICHUM.

HomeHnkiaTypa CHCTEMHBIX BACKYJIHMTOB:

1. BackynuTsl KpynHbIX cOCyJ0B. ['MranTOKI€TOUHBII apTepunt. Aprepunt Takascy.

2. BackynuTel ¢ mOpaX€HUEM COCYJOB CPEIHEro KaauoOpa. ¥Y3elIKOBbIH MoJMapTepUuT.

bonesnps KaBacaku.

3. BackynuTel ¢ nopaxeHuem cocynoB Menkoro kamubpa. I'panynemaro3 Berenepa.

Muxkpockonnueckuii nonuanrur. Cunapom Yepmxa-Crpocca. Ilypmypa lenneiin-
I'enoxa. DcceHIMaNbHBIN KPUOTIO0YIMHEMUUYECKUI BACKYIIUT.

B knaccudukannonnoit Homenkinatype BO3 X mepecMoTpa BaCKyJIUTHI M BACKYJIONATHN
OTHECEHBI B pyOpUKY «CUCTEMHBIE IOPAKEHUS COIMHUTENBHON TKaHW». B nerckom Bo3pacre (B
yOBIBAIOLIEM MOPSIIKE) BCTPEUAIOTCS:

. I'emopparuueckuit Backynut — 0one3ns Lllenneiin-I'enoxa

. V3eNKOBBIN OJIUAPTEPUNAT

. Cnu3ucTo-KoKHO-TUM(POHOAYISIPHBIN cUHIpOM — 6one3Hb KaBacaku
. I'panynemaro3 Berenepa

. Hecnemuduyeckuii aopro-aprepunt — 0one3np Takasicy

. bonesns bexuera

. Cungpom Yapmxa-Crpocca

B nocneanee necstunerve B MaTOreHe3e CUCTEMHBIX BAaCKYJIMTOB MPUAAIOT OOJbINOE
3HauUEHUE AaHTHUTEJaM, PEarupyrolliM C KOMIIOHEHTaMH COCYIUCTOTO 3HJIOTENNS, KOTOpHIE
HOJYYMIIM Ha3BaHHUE «AHJOTEIHATIbHbIE KiIeTouHble aHTHTeNa» (DKA) 1 aHTHHEHTPOPUIBLHBIM
nurornazMatuyeckum anturenam (AHIIA). Ilonararor, 9TO MHIYKIMS aAre3ud MOXKET ObITh
onocpenosana B3aumozeiicteueM AHIIA n KA ¢ noBepXHOCTBIO PHAOTENUS KanwuIsipos. B
CBIBOPOTKAaX OOJBbHBIX CHCTEMHBIMU BAacCKyJIMTAaMHU BBISBIISIOTCS aHTUTENAa K NpoTeuHas3e-3 u
MHEIONEepOKCUIa3e, KOTopble, BHICBOOOXIAsACh U3 HEHUTPO(UIOB B Mmpolecce WX aKTUBALMH,
CBS3BIBAIOTCA ¢ MEMOpaHOW SHAO0TENHS KanuuisipoB. OTMEUEHO CHUKEHHE 00pa30BaHus OKCHUIA
azora (NO), BblEenseMOro sSnNUTENUANBHBIMU KJeTKaMu. IIpu CHCTEMHBIX BacKyJIUTax
oOHapyxeHa runepakcnpeccus (akropa Hekpo3a omyxonet (PHO-y) B MOHOHyKII€apHBIX
KJIETKaX U aKTUBALlAs KJIIETOYHOTO UMMYHHTETA, YBEIMYEHUE CUHTE3A [IUTOKUHOB.

OaHuM M3 UEHTPAlIbHBIX 3BEHbEB I1aTOT€HE3a CUCTEMHBIX BAaCKYJIUTOB SBIISETCS
HapylIeHUs B CHUCTEeME TIeMocTas3a, pa3BUTHE TpoMOoBackynuTa. (OCHOBOH paziauuus
3a00JIeBaHUN U3 TPYMIIBI IEPBUYHBIX BACKYJIUTOB CIIy>KaT MOP(OJOrHnYecKue MpU3HaKku, Kaauop
MOPaXEHHBIX COCY/0B, HEKPOTU3UPYIOIIMM XapakTep BacKyJuTa, HAJINYUE TPaHyJIeMaTO3HBIX
n3MeHeHud. CHCTeMHbIE BacKyJauTbl Yy JE€TEHd  XApaKTEPU3YIOTCS  THIEPEPrHYeCKUM
KOMIIOHEHTOM COCYJUCTBIX MPOSIBJICHUM, OCTPBIM HA4aJIOM, CKJIOHHOCTBIO K PELIMIMBUPOBAHHUIO.

I'emopparuyeckuii BACKYJIUT
I'emopparuueckuii Backynut (vasculitis haemorrhagica; cunonum: 6omnesns lllenneiina-

['enoxa, reMopparu4ecKuii MUKpPOTPOMOOBACKYJIUT, ainjepruyeckas nypIypa,
KallWJUIIPOTOKCHUKO3, KaWUISIponaTHYecKas nypmypa, abJJOMUHAJIbHAS nypmypa,
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aHadunakrouHas nypnypa lllenneiina — I'eHoxa) - ©oJie3Hb W3 TPYNIBI TEMOPPArHYECKUX
JIMaTe30B, B OCHOBE KOTOPOW JIEKUT ACENTHUYECKOE MOBPEKAECHUE SHIOTENHS MHKPOCOCYIOB
MUPKYJIUPYIOIIMMA ~ MMMYHHBIMH ~ KOMIUIEKCAaMH,  MPOSBISIOIIEECS]  PAaCIpOCTPAHEHHBIM
MHUKPOTPOMOO030M, TeMOPpParusiMy, pacCTPORCTBAMH MUKPOLIUPKYJIISILIUH.

3a0oneBaHue MOAUIMUOIOZUYECKOe. AHTUTEHBI, BXOISIIME B COCTaB KOMILIEKCA
AQHTUIeH-aHTUTENO, MOT'YT ObITh OaKT€pUAIbHBIMU, BUPYCHBIMH, MbUIbLIEBBIMU, XUMMUYECKHMH, B
T.4. JICKApPCTBEHHBIMH, U Jp. Hepenko mpuumHOM sBIsieTCS BaKUMHANMA. 3a00JIeBaHHE MOXKET
pasBUTBCS IIOCIE TMEPEOXJIAXKIEHHUsS, HM30BITOYHON WHCONSILIMK, TpPaBMbl, [EPEHECEHHBIX
UHQEKIMOHHBIX Oone3nel. OnpeneneHHyl0 poib B BOSHUKHOBEHHH MOTYT UTPaTh BPOXKICHHBIC
HapyleHUss UMMyHHUTeTa. Pa3BUTHE XPOHMUYECKOrO TéMOpparMyeckoro BacKyJIUTa CBA3aHO C
ayTOUMMYHHBIMH MEXaHU3MaMu. B namozene3e TeMopparmyeckoro BaCKYJIWTa BEAYIIUM
ABJISICTCA IOPaKEHUE COCYAUCTOW CTEHKM HU3KOMOJIEKYJSPHBIMU KOMIUIEKCAMH aHTUIEH-
AQHTHUTENIO M aKTUBUPOBAHHBIM KOMIUIEMEHTOM. B pe3ynbTare BO3HHKAET acCeNTUYECKUN HEKPO3
CTEHKH COCYJI0B, ITOBBIIIAETCS MX MPOHULAEMOCTb; CHUXKAETCS AaHTUTPOMOOTEHHAss aKTUBHOCTh
SHJIOTEHS COCYIOB, B KPOBOTOK BBIIENAIOTCS TPOMOOIJIACTUYECKHE BEIIECTBA, MOBBIIIAIOTCS
IPOKOAryJIsIHTHAsi AaKTUBHOCTb KPOBM U (YHKLUMOHAlbHas AaKTMBHOCTb TPOMOOLIUTOB,
AKTUBUPYETCS KAJUIMKPEUH-KMHUHOBAsT CHCTEMA, MPOUCXOMUT OJIOKaJa MUKPOLUPKYIISIHH.
['eMopparuueckuii  BaCKyJUT 4YacTO  OCJIOKHSETCS ~ Pa3BUTUEM  JAUCCEMHHHUPOBAHHOI'O
BHYTPHCOCYAHMCTOTO CBEpPTHIBAHUS KPOBH. [IpHM THCTOJOTHYECKOM HCCIECIOBAHUN BBISBIISIOT
acernTU4ecKoe BOCHAJIEHHE COCYI0B MUKPOLIMPKYJIATOPHOIO pycia ¢ HEPUBACKYISIPHBIM OTEKOM.
YV GOJBHBIX TEMOPPArHYECKUM BaCKYJIUTOM OOHApYKEHA TUIEPIPOAYKIIHS IPOBOCTATUTEIBHBIX
LUTOKUHOB U TYMOPHEKPOTH3HPYIOLIEro (akropa, a TakkKe CIIOCOOHOCTh CHUHTE3UPOBATH
6onbmoe komuuectso WJI-2, WJI-4, WMJI-6. CymecTBeHHbIM 3BEHOM B NATOr€HE3€e IpU
reMOpparu4eckoM BaCKYJIUTE SBISETCS IOBBIIIEHHUE COCYIMCTOM IPOHUI[AEMOCTH IIOA
BIMSIHUEM  OOpa3ylomIMXCsi  THCTaMHHA,  CEpPOTOHWMHA,  TpoMOokcaHoB. [loBeimeHHe
IPOHHUIIAEMOCTH MOPAKEHHOW TIpPH TEeMOPPArMuecKOM BAaCKYJIMTE€ COCYIJUCTOM CTEHKHU
00yCIaBIMBAaeT pa3BUTHE TEMOPPArMYecKOro CHHApPOMA M ajuleprudyeckoro oreka. Ilpum
reMOpparu4eckoM BacKYJIMTE MOPaKAIOTCS MPEUMYIIECTBEHHO TEpMHUHAJIbHbIE KPOBEHOCHBIE
COCYIIBI: apTEPHOJIbI, KalWILISPhI, BEHYIbl. 3a00JIeBaHHE XapaKTEPU3YETCsl MPEUMYIIECTBEHHO
HOpakK€HUEM MHKPOCOCYJIOB KOXKH, CYCTaBOB, OpbI3KEHKH, CIU3UCTOM KHILIEYHHUKA, COCYI0B
MIOYEK.

Knunuka. Paznuyaror cienyronme KIMHHYeckre GopMbl: KoxkHas (MpocTast), CycTaBHas,
a0/IOMMHAJIBHBIN CHHIpOM, ModeuyHas ¢GopMa, MOJHUEHOCHas nypmypa. Y jered yaiie
HaOmroaeTcs couetanue 2-3 popM — cmemanHas popma remopparndeckoro Backyiaura (I'B).

Ilpocmas (koocnas) ¢hopma ['B TpOSIBIAETCS TaIyJIe3HO-TEMOPPAruiecKoil ChINbIO,
CUMMETPUYHON Ha pa3rudaTeibHbIX MOBEPXHOCTAX MPEIIUIeUHid, MIeY U BOKPYT MOPaKEHHbIX
cyctaBoB. Chini HUKOTAA He ObIBaeT Ha Jmne u mee. Chimb ocs3aeMa NpW Halblalud, TPU
Ha/aBJIMBaHUU HE HCYe3aeT, B LIEHTpE OTMeYaeTcsl TodeuyHbl Hekpo3. lllemymenue He
XapaKTEPHO, TIPU CTUXAHUH CBHIITK MOXKET ObITh murMeHTanus. s ['B xapakTepHbI MOBTOPHEIE
BOJIHBI BBICHIINTIAHUH, I03TOMY Ha KOK€ OJIHOBPEMEHHO MOT'YT IIPUCYTCTBOBAaTh KakK CTapble, Tak U
cBexre AmeMeHThl. OHOBPEMEHHO C CHIMBI0 MOTYT MOSIBUTHCS AHTHOHEBPOTHUECKUE OTEKU —
yaiie B 00iacTy auia (BeKu, TyObl).

Cycmasnas ¢popma I'B XapaktepHbl 00JIM B CycTaBaX, OT€UHOCTh MX, B TOM UHCJIE U
NepUapTUKYISAPHbIX TkaHed. [lopakaloTcst HpPeuMyIIECTBEHHO KpPYMHBIE CYCTaBbl, 4Yalle
KOJICHHBIE, TOJICHOCTOITHBIE, BBIPAKECH IKCCYAATUBHBI KOMIIOHEHT. APTPUT MOXKET IJIUTHCS OT
HECKOJIbKMX 4acoB 10 1-2 cyrok. MHorma MoryT ObITh PELMIMBBI CYCTaBHOTO CHHJIpOMA.
AtunmuHo nipu ['B mopakeHne MeKuX CycTaBOB M CyCTaBOB ITO3BOHOYHWKA. He Habmomaercs B
OTJIMYUE OT PEBMATOMJIHOTO apTpUTa CTOUKUX AedopMmaruii 1 KoHTpakTyp. [Tpu stoit popme I'B
MOTYT OBITh U3MEHEHHUsSI CO CTOPOHBI CepAlla B BHJE MPUTIIYIICHUS TOHOB 332 CUET HAPYIICHHS
MeTaboar3Ma MUoKap/a. B otinuune oT peBMaTtu3Ma 3TH U3MEHEHHUSI He HapacTaroT.

Aboomunanbhbili cuHOpoM — TIOPAKEHUE TEPMHUHAIBHBIX COCYJOB Pa3JIMYHBIX OTIEIOB
KeNyJOYHO-KUIIEYHOT0 TpakTa. VIMeeT MecTo NepHBAacKyISpHBIH OTEK TKaHEH KHUIIEYHMKA,
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«auarnene3Hpie» U TPOMOO-TEMOPPAarHuecKue KPOBOMBJIHMSIHUSA B CTEHKY KHIIOK, OpBI3KEHKY,
OprouMHy. XapakTepHbl OOJIM B KMBOTE II0 TUIly KHMIIEYHBIX KOJUK. MOXKeT ObITh pBOTa,
HEPEJKO MOBTOPHAs, C IPUMECHIO0 KPOBU WJIM Yallle OTMEYAETCsl CKPbITask KpoBb B Kayie. JKUBOT
yale B3AyT, B aKTe JbIXaHUs ydacTByeT. Jlokanuzanus 00J€eBOro CHHApPOMa HeEOIpeesieHHas,
MUTpHpyIomas 00jb B 00JaCTH MyIKa, MpaBoi MOAB3AOIIHON 00JacTu, B MpaBoM mojapedepbe,
MHOI'ZIa kajno0bl Ha Oosn 1Mo BceMy JKUBOTY. JKHMBOT mpu manmpnauuu MsSrkuil. Moxer ObITh
OUHAMU4ecKkasi HenpoxXoouMOCmy KHUILIEYHHKA 32 CUET OTEKAa CTEHKM KUUIKA U YTOJIEHMS C
HOCJEIYIOUM CYKEHHEM ITPOCBETA KUILIKH, BHI3IBAEMOI0 FEMOPParusiMH.

IHoueunas ¢opma I'B Yame HAOTIOHACTCA npexooswuti MOYe8ol CUHOPOM B BHIE
reMaTrypuu (3puTpouuTsl 3-7 B IOJ€ 3pEHUs MPH UCCIENOBAaHUM OCa/IKa MOYM) U HEOOJBILON
nporeunypun (ot ciegoB ao 0,165 — 0,33 %o, menee 0,3-0,5 r/m) 3a cueT MOBBIMICHHOU
IPOHMIIAEMOCTH COCYJIOB M BBIABJIAETCS 4alle ¢ INepBbIX JHEH 3a0oneBanus. [Ipexonsmmit
MOYEBOH CHHJIPOM HOCHT BOJIHOOOPA3HBIN XapaKTep U CBS3aH C OCTPOTOM IpoIiecca.

Omaum w3 mnposBiieHnidc ['B Moxker ObITH  enomepynonegpum, KOTOPHIA —dHalle
HaOroaeTcst mpu abJJOMUHAIIBHOM CHHAPOME M COYETAaHHOM MOPaKEHUH KOKM M CYCTaBOB.
OTmeuaercss NPEeMMYILIECTBEHHO KIMHHYECKH Hedputudeckas Qopma riaomepyloHedpura,
pa3BuBaromiasicss depe3d 2-3 Henenu oT Hayasa ['B. B kiuHuKe BbIpakeH HapacTarolUi U
CTOMKHUH MO4YEBOH CHUHAPOM, OJEIHOCTh KOXKHBIX ITOKPOBOB, IOBBIIIEHHE apTEPUATbHOIO
JaBleHUsT (4acTO KpaTKOBPEMEHHOE), HapacTalollee CHUKEHUE CKOPOCTU KIyOOUKOBOM
¢GwibTpanuy, TemMaTypus, YyMepeHHas NpOTeuHypus 0e3 KIMHUYECKH BBIPAKEHHON
CHUMIITOMAaTUKU Hedpura. ['emarypus oOyciioBiieHa U3MEHEHUSIMU B CAMUX ITOYKAX, a HE TOJIBKO
narosnorueit remocrasza. Mopdonorndeckue m3MeHeHHs B IMoukax npu I'B — ot ouarosoro
nposnepaTuBHOTO TIIOMEPYIIOHEPpHUTA 10 00pa30BaHUS HKCTPAKAMMIIISIPHBIX Oy TyHUl. [Ipn
JJIEKTPOHHOW MMKPOCKOIIMHM BBISBIISIOT ME3aHIMAJIbHBIE, CYO3HIOTE/IHANbHbBIE JIEMNO3UTHI,
aHAJIOTMYHBIE TAKOBBIM I1pH Oosie3Hu bypike.

Monnuenocnaa nypnypa npu I'B. Habmiogaercst mo Tuily TUIEpepruyeckor peaxkiuu
Aptioca wnnm llIBapumMana ¢ pa3BUTHEM BHYTPUCOCYAMCTOIO CBEPTHIBAHUS U OCTPOIO
HEKpPOTHUYECKOro TpoMOoBackynuTa. OTMedaercss MpeuMyLIECTBEHHO y JeTred 1o 1 roxa u
nepBbIX Jer jku3Hu. Yepe3 1-4 Hemenu mocne WHGEKIMOHHOTO 3a0o0yieBaHMs (CKapiaTHHA,
KpacHyxa, BeTpsiHasi OcCIa, CTPENTOKOKKOBas HMH(EKIMs) BHE3AIHO MOSBIAIOTCA OOLIMpPHBIE
KPOBOM3JIUSAHUSA, HEKPO3bl M MEJIKHE LUAHOTUYHBIE YYaCTKM KOXHM Ha KHUCTSX, CTONAX, MOJ
JIOJBKKAMH, KOJEHHBIMU M JIOKTEBBIMHM CyCTaBaMM, Ha SAroJulax, »KMBOTE, JinLe. B TedyeHune
4acoB MOPaXEHMs CIMBAIOTCS B OOLIMpPHBIE TOJISI HEKPO30B W TaHTPEHbl KUCTeH u cToml. B
KJIMHMKE pa3BUBAETCS OCTpasi MOYeYHas HeA0CTaTOUHOCTh. [Ipu mabopaTopHOM HcCIeI0BaHUN —
runepudpunorenemus, aepumut V, VI, X ¢akropoB cBepThIBaHUS KpPOBH, YBEIHMYEHUE
IpOTPOMOMHOBOTO BpeMeHU. CO CTOPOHBI KPOBU aHEMUS, TUIIEpIIeHKOIMTO3, yBennyenue COD.

WN3meHeHns B cucTeMe TIeMocTasza: HapyluleHHe MUKPOLUPKYISIIUY, W3MEHEHUE
PEOJIOTUYECKUX CBOWCTB KpPOBH; TMOBBIIIEHWE aJAr€3UBHOM M arperalfioHHOW (yHKIMU
TPOMOOIIUTOB, CHI)KEHHE TIa3MHHOreHa W antutpomoOuna lll, moBeimenue ypoBHs (akropa
Bunnebpanna, npoayKkTsl Aerpaganun GuOprHa B MOYE.

Juaznocmuueckue kpumepuu I'B Amepukanckoil konnezuu peemamonoz2oe:

1. Tlanenupyemas myprypa npu OTCyTCTBHUHM TPOMOOIIMTONECHUH.

2. Bospact monoxe 18 et B Hayane 00Je3HH.

3. bomu B xxuBoTE.

4. T'panynouuTtapHas UHQUIBTpaLKs CTEHOK apTepuil U BeH NMPH OUOIICHH.

Ilpuuunvr peyuoueoé I'B y nereil: MOBTOpHbIE MH(EKIMU, HE CAaHHUPOBAHHBIE OYArH
XPOHUYECKOW HMH(EKIUU, HApYIICHUS JHUEThl, SMOLMOHAJIbHbIE HArpy3Kd, MEpPEeKHUBAHUS IO
noBoy OOJIE3HU U CTpax.

Ilpozno3s. B 70-80 % nporuo3 0iaronpusTHRIA. YXy/IIaeT MPOrHO3 MOYEUYHBINH CUHAPOM
— TJIOMEPYJIOHEPPUT, NPUHUMAIOIIUN XPOHHYECKOE TEUCHHE C PA3BUTHEM XPOHUYECKOM
MIOYE€YHON HEAOCTATOYHOCTH.
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Jeuenue I'B. IlpoBomutcs B crauvoHape. Peoicum TOCTEIBHBIA Ul YIIYYIICHUS
KpOBOOOpAIeHUs W MHUKPOLUMPKYJSLUH, IO HUCYE3HOBEHHS  OOJIEBBIX  CHMITOMOB,
remopparudeckoil cwinu. [locTeneHHoe pacmMpeHue IBUraTeIbHOM aKTUBHOCTH. Anlpanus
noMmeneHuil. [Juema TunoaiepreHHasl ¢ UCKJIIOUEHUEM OOJIMTaTHBIX U MPUYMHHO-3aBUCHUMBIX
aiiepreHoB. llpu cuibHBIX OONSAX B KUBOTE, AMCIENTHYECKHX PACCTPOMCTBAX, KHUIICYHOM
KpPOBOTEUECHUHU HAa HECKOJILKO JHEH MpoTUBOsi3BeHHBbIN cToJI Ne 1 mo IleB3Hepy ¢ mocneayronmum
nepeBogoM Ha cron Ne 5 (meueHouHbd). Ilpu Hedpputmyeckom cuHapoMe ctonm Ne 7 —
OeccosieBasi nuera ¢ orpaHudeHueM Oenka Ha 7-10 guell. Meouxamenmosnas mepanusi.
basucnas — antmarperantbl: Kypantui (35 mr/kr/cyt), Tpentan (50-100 mr na 2-3 mpuema B
cytku), aranypud (0,05 -0,1 r); tuxkmun, Tukiaonenun (0,25 2-3 pasza B nens). [lpu Tsmoxenom
TEYCHUH I YCHJICHHUS aHTUarperanuoHHoro J>¢d¢ekra Ha3HAyaloT JBa Mpernapara
OJIHOBPEMEHHO. [[MUTeIbHOCTh JIeUeHUS 3aBUCUT OT KIIMHUYECKON (POPMBI M CTENEHU TSKECTH:
2-3 MecsIa - Ipu JETKOM TEUYCHUU; 4-6 MECSIEB - MPU CPETHETHKEIIOM; 10 12 MecsIeB - mpu
TSDKEJIOM peuuauBupyromeM TeueHun u Hedpute Illenneiina - ['eHoxa; mpu XpOHUYECKOM
TEYEHUHU [POBOAAT JIEYEHHE IIOBTOPHBIMU KypcaMH B TedeHue 3-6 MecsaueB. Ilpu
HEOOXOUMOCTH Ha3HAYalOT aHTHUKOAryJSHTHI: TelapuH WM €ro HU3KOMOJICKYJISIPHBII aHaior
¢pakcunapud. Jlo3y aHTUKOAryjisHTOB IOAOUPAIOT WHAMBHUIYAJIbHO, OPHEHTUPYACh Ha
MOJIOKUTENbHYIO0 AUHAMUKY. [Ipu oTcyrcTBUM noimkHOTO 3¢ dekra A03y yBenuuuBaroT mo 50-
100 El/xr/cyt. [lpu cpemHeTspKenoM TedeHHH Kypc JiedeHus 25-30 aHel; mpu TSHKEIOM 0
CTOWKOT0 KYMUPOBaHUS KIMHUYECKHX CHHAPOMOB HeoOxonumo 45-60 mHell remapuHOTepanuy;
npu pasBuBmemcs Hedppute lllenneiina - I'enoxa oH ymimHsercs. OTMEHy IpemnapaTtoB
ocymiectBIsitoT ocrenenHo no 100 EJ/xr/cyT kaxnapie 1-3 qus.

AxTtuBaTOpbl (HPUOPUHOIM3a - HUKOTHHOBAs KHCJIOTAa M €€ MPOHM3BOJHBIC (KCAaHTHHOJA
HUKOTHHAT, TEOHHUKOJ, KOMIUJIAMHH) - J03y MOAOUPAIOT € YYeTOM HWHIUBUIYaTbHOU
YyBCTBHTEIBHOCTH, 00BIYHO OHa cocTaBisieT 0,3-0,6 © B CyTKH.

I'moxokopTukoctepouipl dPGEKTUBHBI TpH TsHKEOM TeueHuu 3aboneBanus. Ilpu
IpoCTOil M cMemaHHoOW QopMe 0e3 mopakeHHsl TOYEK IepopalibHas 1033 IPEeIHU30JI0HA
cocramusieT 0,5-1,0 MI/KTr B CYTKH M HCIIOJIb3YeTCSl KOPOTKUM KypcoMm 7-10 mHeit, 10 2 Heaelnb.
[Tpu pazsutun Hedpura Lllenneiina - ['eHoxa Ha3HA4alOT 2 MI/KT B CyTKH Ha MPOTSHKEHUH 1-2
MECSLIEB C MOCIEAYIOINUM CHIXKeHHEM 1o 2,5-5,0 mr 1 pa3 B 5-7 n1Hel 10 MOJHOM OTMEHBI.

AHTUTHCTaMUHHBIE TIpenaparhbl 3Q(YEeKTUBHBI y 1eTel, UMEIOIUX B aHAMHE3€ MUIIEBYIO,
JIEKapCTBEHHYIO WJIM OBITOBYIO aICPIHIO, MPOSBICHUS HKCCYAATUBHO-KATapaJbHOIO JAMaTe3a,
ajyepruyeckue  3a0osneBaHust (MOJUIMHO3, oOTekH KBHUHKE, OOCTPYKTHBHBIH OpOHXHUT,
OpoHXMaNbHYI0 acTMy). Mcmonb3yroT TaBerui, CyHnpacTHH, IUA30JUH, (EHKapol U Jpyrue
npenaparsl B BO3pACTHBIX JO3UPOBKax B TeueHue 7-10 nHen.

OHTEpOCOPOEHThl HEOOXOAUMBI OOJNBHBIM C  OTSATOIIEHHBIM  AJJIEProJOrMYECKUM
aHAMHE30M, B CJIy4asX, KOIJla MHUIIEBbIE areHThbl SBSUIMNCH IPOBOLUPYIOIUM (HaKTOpOM
3a00JeBaHNs. DHTEPOCOPOCHTHI CBA3BIBAIOT B MPOCBETE KUIIEYHWKA TOKCHHBI U OMOJIOTHYECKU
AKTHBHBIE BEILECTBA, TEM CaMbIM IPEMATCTBYS UX MPOHUKHOBEHUIO B CUCTEMHBINH KPOBOTOK. C
ATOM 1IeNbI0 Ha3HAYaIOT MOJM(EenaH, CMEKTYy, SJHTepocopO, aKTUBUPOBAaHHBIN yroib 3-4 pasa B
CYTKH Ha poTskeHuH 5-10 nHe.

MemOpaHocTabUIN3aTOPbl Ha3HAYAIOT OBTOPHBIMU Kypcamu npu HedpuTte [llenneiina -
I'eHoxa WM pEeUHUIMBHUPYIOLIEM TEYEHUM KOXHOrO cuHApoMa. IIpemaparsl 3TOW TrpymIibl
CHOCOOCTBYIOT YMEHBIICHHIO MPOHHUIIAEMOCTH COCYIMCTOM CTEHKH, YIy4IIAloT TpopUUecKHe
Ipouecchl, 00Ja1al0T UMMYHOMOAYJIUPYIOIIMM JelicTBueM. Haunbonee MUPOKO HCHONIB3YIOT
petuno, Tokodepon (ButamuH E), pytun, numedocdon B reuenue 1 mecsua.

AHTUOMOTUKY MOKa3aHbl TOJBKO MPU HATMYMU OCTPHIX MM OOOCTPEHUHM XPOHHUECKHUX
ouaroB wuH(pekuun. Hawmbonee dvacTto CcOMyTCTBYIOT OakTepualibHble HWHQEKIMH BEPXHUX
JBIXaTeNbHBIX IMyTEeH, YTO € Y4eTOM YyBCTBUTEJIBHOCTH MHUKPO(DIOpPHI omperenser
UCTOJIb30BAaHUE  AHTHOMOTUKOB  TMEHUIMJUIMHOBOTO  psaa  (aMOUIWUIMH,  aMITHOKC,
(EeHOKCUMETHIITIEHUIMIIIMH) ¥ MaKpOJIUJOB (3pUTPOMULIMH, CyMaMell, pyiaua). B OonbmmHcTBE
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CJIy4aeB JIOCTaTOYHO OJJHOT'O Kypca aHTHOAKTEpHAIbHOM Tepanuu, Npu He0OXOAUMOCTH JICUCHUE
MOKET OBITh TIPOJIOJKEHO /10 3-4 HEeeNb ¢ MOCIeI0BaTeIbHON CMEHOM TIPerapaToB.

[II1poko NMpUMEHSIOTCA UMMYHOMOAYJIATOPLL. Hapsany ¢ TpaauIuMOHHO NPUMEHSAEMBIMU
npenaparamu - 1u0asoJ, JEBaMU30J1, B HACTOsAIIEe BpeMsl UCIIONb3yloT uMMyHau (10-20 karmens
3 pa3a B CyTKH - 8 Hezelb), TOH3WIroH (15 xamnens 3 pa3za B CyTkd - 6 He/lelb).

[Iporno3 B 1ienom OsaronpusATHBIA. BeI3mopoBieHue mociie aedroTa oTMedaeTcs: Oomee
YeM y IOJIOBHHBI OOJIbHBIX. BO3MOXXHO AJMTENBHO pELUAMBUpYIOIIEE TeueHHe 3a00JeBaHMA,
IIPH 3TOM YacTOTa PEIUIMBOB KOJIEOIETCS OT OJJHOKPATHBIX 32 HECKOJIBKO JIET /10 €KEMECTUHBIX.

Y3eJIKOBbII MOJIHAPTEPUUT

V3enKkoBbIA  MOMMAPTEPUUT  —  CHUCTEMHBIM  HEKPOTHMYECKUM  BACKYJIUT  C
MPEUMYIIECTBEHHBIM TOPAXEHUEM CpPEJHUX W MEJIKHX apTepuil MBIIIEYHOIO THIIA,
COTPOBOXKAAIOIINICS 00pa30BaHWEM aHEBPHU3M U BTOPUYHBIM MOPAKECHHUEM OPraHOB M TKaHEH.
VY nereii pa3BuBaercs B JIF0OOM BO3pacTe.

Omuonocusa HeusBecTHAa. Y psAga OONBHBIX 3a MOCIEAHHE TOABI JOKa3aHa poOJib
MOBEPXHOCTHOTO aHTUIeHa BUpyca remaruta B, BupycHoro remaruta C, BUpyca KpacHYyXH,
UTOMEranoBupyca, napsosupyca u BUY. B pazsutun y3zenkoBoro noiuaptpura (YII) moryr
UTPaTh POJIb BAKIMHBI, CYJIb(QaHmIaMuIbl, GocHOopopraHnIeCKUe COSAMHCHHMS.

B namoceneze nexar MMMYyHOKOMIUJIEKCHBIE MEXaHU3Mbl, aKTUBAIUS KOMILIEMEHTA,
MOBPEKACHUE DHIOTENHSI C IOCICIYIONIMM BBICBOOOXJICHUEM IUTOKUHOB M MEIUATOPOB
Bocnanenusi. Han6onee yacro mpu YII nopaxatorcst cocyasl koxu, modek, KKT, mprmm, ITHC.
XapaktepHoit Mmopgonocuueckoti 0coOOeHHOCThI0 YII sSBISIOTCS 4eTKOOOpa3HbIE YTOJIIECHMUS,
oOHapyXUBaeMbIe Yallle B cocyaax noyek, cepaue, [{THC, opranoB OpromiHoii moiaocTy.

Knunuka. Hawano octpoe. Hambonee BakHblE KIMHMYECKHWE NPU3HAKK B Hayaie
0one3Hn — NUXOpajJka W MHUAITMU. XapakTepHbl Npody3HBIM MOT, 0OMM B CycTaBax U
OJIHOBPEMEHHO B MBIIIIAX, XKATOO0BI HAa 00N B KUBOTE; HA KOXKE — KpallMBHUIIA WU MSATHUCTO-
NaryJjie3Has Chblllb, «CETYaTOE JIUBEAO» - YEpEJOBaHUME HA KOXKE KOHEYHOCTEH YYacTKOB
TUTIEPEMUU U TTOOJIEAHEHUS, UMEIOIIUX STYCHCTBIA XapaKTep.

Jnsa VII xapakTepHO NOSIBJICHUE Y3€JIKOB B IOJKOXKHOM KJETYaTKe, SBIISFOLIUXCS
aHEeBpU3MaMHU MEJIKUX COCYJIOB WJIHM T'paHyJeMaMH, JIOKAIN30BaHHBIMH B Hapy>KHOH 000JIOUKE
cocyznoB. Ilo mepe pazputust YII u3MeHeHUs Ha KOK€ MOTYT COUETaThCS C MEpUPEPUUECKOM
TaHTPEHOW TKaHEeW KOHEUYHOCTeH (y AeTeil BCTpeUaroTcs B 8 pa3 yalle, 4YeM y B3POCIIbIX).

Apmpumul 4darie HaONIOJAIOTCS B paHHHE MEPUOJBI OONIE3HH C MOPaKeHHWEM CYCTaBOB
HIDKHUX KOHEYHOCTEH, MOTYT OBITh aCHMMETPUYHBIMH, HE TIPUBOIAT K JIeHOpMaITUsIM.

XapakrepHo npu YII nopaswcenue nouex, Bcrpedaerca B 80% ciiydaeB. B HayasibHBIX
CTaJUSX OCHOBHBIMHU MPU3HAKAMHU ITOPAKEHUS TTOYEK OBbIBACT reMaTypus u npoteuHypus. OTexu
HE XapakTepHbl. Jlajgee MOSBIsETCS TUMEPTEH3US U CHIDKEHHE (PHIBTPAIIMOHHOW (YHKIIUU
nouek. [loBeIaeTcss KpeaTMHUH B CHIBOPOTKE KPOBHM W JIOBOJIBHO OBICTPO pPa3BUBAETCS
MOYeYHasi HEJAOCTATOYHOCTh. MOoKeT OBbITh apTepUaNbHBI TPOMOO3 W HH(PAPKT TOYKU C
MOSIBJICHUEM CHJIBHOM OOJIM B MOSICHUIIE U MAaCCUBHOM reMarypur. Bo3aMokeH HEKpO3 COCOUKOB
nouku. HegpoTudeckuii curapom BcTpedaercs npu YII peako u 0OBIYHO SIBISIETCS CIEACTBHEM
TpoMO03a MOYEYHOU BEHBI.

Ab60omunanbHulii cuHOpOM BCIEACTBUE TMOPAXKEHUS COCYJOB TOHKOTO KHILIEYHUKA U
ME3CHTEPHAIIbHBIX COCYZOB MMHUTHPYET KIWHUKY OCTPOTrO >KMBOTAa. MOTYT OBITH KHIIICUHBIE
KPOBOTEUEHMsI, HEKPO3 KUIIIEUHBIX CTEHOK BCIEACTBHE TPOMOO30B U IEPUTOHUT.

Topaosicenue nepsrou cucmemst Bcrpedaercs B 80-90 % B Buae HEBPUTOB, NMPUIHMHOU
KOTOPBIX SIBJISIFOTCSI M3MEHEHHUS B COCyJaX (9HI0- M TEPHUHEBPUTHI). BO3MOXHBI HapylIeHUs
TICUXUKHA, MEHUHT O3HIIE()aTUTHI.

Cepoeuno-cocyoucmas cucmema — TOPAXKEHUE NMPEUMYILECTBEHHO MEJKUX U CPEIHUX
apTepuo Cep/illa, KOTOPHIE HE COMPOBOXKIAIOTCS TUIMMMYHBIMU CTEHOKAPJIUTUICCKUMH OOJISIMHU.
Haubonee wyacto pa3BuBaeTcsl 3acToifHas HEIOCTATOYHOCTH KPOBOOOpAIIEHHS, IIJI0XO
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nojajaroniasics: Tepanui. Bo3Mo>KHbBI pa3pbIBbl AaHEBPU3M KOPOHAPHBIX COCYZOB JAXe y JETEH
panHero Bospacta. Cran damie BCTpeYaThCsl NEPUKAPIUT, BBINOT HEOOJBINOHN, KIMHUYECKU
NPOSIBIISIETCS] MaJIO, B CBSI3U ¢ 4eM O0oibHbBIM ¢ YII mokazano OxoKI'.

Juaznocmuka YII. Kpurepun AMepukaHCcKo# Koyieruu peBmMarosoros (1990 r.).

1. Tloreps B macce Tena 4 xr u 6osee.

2. Ceruaroe IuBeNO.

3. Bomnb wim 4yBCTBUTENBHOCTH B SIMUKAX, HE CBS3aHHAs ¢ MHQEKIUEH, TpaBMON WiH
JPYTMMH IPUYUHAMHU.

Muanruu.

CnabocTh WM 4yBCTBUTENIBHOCTD B HIDKHUX KOHEUHOCTSIX.

MonoHeponaTus Uiy NOJIUHEUPOaTHsl.

Huacronuueckoe nasiaeHue Boiie 90 MM pT CT.

[ToBpllIEHNE YPOBHSA MOUYEBHMHBI M KPEATUHUHA B KPOBH.

Hanuuue Bupyca renatuta B B CBIBOpOTKE.

0. Aprepuorpadudyeckue HM3MEHEHUS — AaHEBPHU3MBl MM OKKJIIO3US BHCLEPAIbHBIX
apTepui.

11. BeisiBieHue mpu OWOIICMU MENKHX M CPEIHUX apTepuil MOITUMOP(PHOSAECPHBIX

HEUTPO(UIBHBIX U MOHOHYKJICAPHBIX MHDUIbTPALIUH.

[Ipn Hammuuu 4 KpuTEepUeB YYBCTBUTEIBHOCTH cocTaBiseT 98,9 %, cnenupuyHocTs —
95,2 %.

Ocobennocmu meuenun YII y nereii:

1. Octpoe Hauano Ooyie3HH U yeM OoJsiee paHHMM BO3pacT 3abo0JIEeBLIETO, TEM OCTpee

TEUYECHHUE.

2. PanHss reHepanusanus COCyIUCTOro MaTOJIOMMYECKOro mpoliecca.

3. BrIpakeHHBIH rHepeprudeckuii KOMITOHEHT.

4. Yacroe pa3BUTHE TaHTPEHbI NAJbIIEB, HEKPO3a KUILKH, OTEKA MO3Ta.

[To mepe B3pocneHus: peOeHKa yrpo3a pa3BUTHsI HEKPOTUUECKUX MOPAKEHUN CTAaHOBUTCS
MEHbIIIE U B HOJPOCTKOBOM Bo3pacte YII MoxeT mpoTekaTh B KOXKHOM (hopme.

Jeuenue YII. Peoxcum B NEpUOJ BBIPA)KCHHOW KIMHUKU ITOCTENbHBIA, TUTMEHUYECKOE
COJIep’KaHue, MAaKCUMaJIbHBIA JIOCTYIl CBEXETO BO3ayXa. /[uema TUNOAIIIEPIEHHAas U C y4ETOM
XapakTepa MOpakeH!s BHYTPEHHUX OPraHOB, OCOOEHHO MOYEK.

Meouxamenmosnas mepanus. HazHauaroTcst BbICOKHME 103bI rmokokopTukouoB (I'KC).
[Tpu TsXKEIOM TEYEHMM NyJbC-TEpanus METHINPEIHU30JI0HOM - 15 MI/Kr maccel Tena
BHYTPUBEHHO 4epe3 Kaxkzble 1-2 yaca nepsele 1-3 anda. [Janee 'KC B no3e 1-2 mr/kr/cyt B Tpu
npuema. Kypc Ha mporsokenun 18-24 mec. [Ipu cucTeMHOM NOpakeHHWH MPEIHU30JIO0H B
coyeraHun c¢ 1ukiopochanom. Ilnazmadepes mnpu mnopaxeHun mnouyek. HectepouaHbie
IIPOTUBOBOCTIAJIUTENbHBIE Tpenaparbl — MpU cTUXaHuu mporecca. CocyaucTble IpenapaTsl,
yJIy4dIIAOUMe MHUKPOLUPKYJISALUIO, M J€3arperaHTbl — KypaHTW, TpPEHTal, KOMILIaMUH,
JUOUPUIAMOJI, TIEHTOKCU(DUIUIMH, TUKJIONEIUH, KCAaHTHUHOJa HUKOTHUHAT. Ilpu runepreHzum —
UHTUOUTOPBl AaHTMOTEH3MHIIPEBPAIAIOIIUX (EPMEHTOB MpPH YCIOBHM OTCYTCTBUSL CTEHO3a
noueyHblx aprepuil. Ilpu Hanmuuum aHTUTEHOB BHpyca rematuta B — Bumapubun wim
damuukioBup B couetanuun ¢ I'KC um mnasmadepezom, peadepon. Ilpu pazsutum XIIH —
TpaHCIIaHTALMsI TOHOPCKOW MOYKH.

ROo~NOoOA

Can3ucTo-KOKHO-JIMM(POHOAYISAPHBIA CMHAPOM — 0os1e3Hb KaBacaku

bonesur KaBacakm BkmrouenHa B MKDB-10 mox Ha3BaHWEM  CIM3HUCTO-KOXKHO-
TuMGOHOIYISIPHBIN cuHApoM. B HacTosmiee BpeMs Oone3Hb KaBacaku paccMaTpuBalOT Kak
BACKYJIUT HEWU3BECTHON JImuoaocuu ¢ CUHAPOMOM JIMXOPAAKH W TOPAXEHUEM KPYIHBIX,
CpPEeIHMX M MEJKHX apTepul, a Takke MopakeHUeM KOpOHapHbIX apTepuil. BeTpeuaercs yaine y
JIeTel paHHero BO3pacTa — JI0 5 JieT, 00BIYHO y MaabuuKoB. B Anonnu otmedena cBszbp ¢ HLA-
Bw22, 8 CIIIA - HLA-Bwb51.
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IIpu Oone3nnm Kapacaku B cocTaBe HH(PUIbTpaTa CTEHKH COCYAA OIPEIEISIOTCS
Makpodaru u T-mumdonntsl, cuatesupyromue UJI-1, UJI-6, DHO-a u Ud-y.

Knunuka. Octpoe Havamo, nuxopanka 38-40° Ha mnporsbkeHuWM Oornee S5 JHEH,
nonuMop(dHas SK3aHTEeMa, MOpPaKEHHUE CIU3UCTONM OOOJIOUKH pTa, CYXOCTh M TPEIMHBI TYO0,
JBYCTOPOHHUI KaTapaJbHbI KOHBIOHKTUBHUT. XapaKTepeH OCTPbI HETHOMHBIM IICHHBIN
mumbaneHut. OTMmeuyaeTcss CTOMAaTUT C TriIoccUToM U ¢apuHruT. Ha Koxe BO3HHKAIOT
pacrpoCTpaHEHHbIE BBICHINIAHUS, HAIOMUHAIONINE CKApIaTUHO3HYIO CHIb MM MOJUMOPQHYIO
TUIA KOPEBOW CHIMM WJIM MHOTO(DOPMHYIO SKCCYAATUBHYIO 3pUTEMY, HO 0€3 My3BbIPbKOB U
KOPOYCK; B MEPUAHAIBLHON 00JIACTH — IPUTEMATO3HO-CKBAMO3HBIC BBICHITIAHUS. Y JIETEH MOTYT
pPa3BUTbCA apTPAITHU WM aPTPUTHI, & TAK)KE€ CUMITOMBI MOPAKEHUS BHYTPEHHHX OPIaHOB:
MHUOKAp/ANUT, KOPOHApHBIA apTepuuT, auapes. OCOOCHHO OMAacHBI TOPAXEHHUsS CepAama ¢
pa3BUTHEM MHOKECTBEHHBIX aHEBPU3M M OKKJIIO3UEW KOPOHApHBIX apTepuil, YTO B
MOCJEAYIOMEM MOXET TpPUBECTH K UHPapKTy Muokapaa. CHMNOTOMBI KOpOHapuTa —
0ecroKONCTBO, OJEAHOCTh KOXKHBIX IMOKPOBOB, cladblii mynbe. B 70 % BbIcmymInBaeTcss putM
rajiona ¢ TpeTbuM cepaedasiM ToHoM. Ha OKIT' — usmenenus cermenta ST. BaxkHO BEISBICHHE C
MOMOIIbI0 KOpOHaporpaguu aHeBpHU3M (AepopMaliii) KOPpOHAPHBIX cOCYI0B. [l TUarHOCTUKU
uH}papKTa MUOKAapAHWTa y JETeH MMeeT 3HaueHUe KOpoHaporpadus, CHUHTUTpadus MHUOKap/a,
MO3UTPOHHO-AIMUCCHOHHAsI ToMorpaduss Muokapja. YKa3aHHbIE KIWHUYECKUE MPOSBICHUS
BBIP)KEHBI HAa TIEPBOM Hezese 3a00sieBaHuUs], HA BTOPOW Hezesie TeMIepaTypa Tella CHIKASTCH,
CBIITb U KOHBIOHKTHBUT UCYE3AI0T, A3bIK CTAHOBUTCSA «MaJTHHOBBIMY, TOSBIISIETCS TUIACTUHYATOE
HIEeTyLIEHUE MaJbLEB PYK U HOT.

[Ipu uccnenoBaHUM KPOBU B OCTPBIM MepHoj] OO0JIe3HH — JEHKOIUTO3, TPOMOOIUTO3,
noBelmenHas COD.

Bo3moxHbBI 0coscnenusn’: nabapkT MHOKapa, pa3pbiB KOPOHAPHON apTEepUH.

Juaznocmuxa. [lpennoxensl [uarnocTuueckue kpurepun 6osne3nu Kapacaku:

1. Jluxopaaka, 0ObIYHO BBICOKas, MIPOJOIIKAIOIIasca Oonee 5 THEel moapsia, Pe3UCTEHTHAS K
JICYCHUIO aHTUOMOTHKAMU.
Cyxoil KOHbIOHKTHBUT, YaCTO TSKEJION CTEIEHHU.
3. OOpazoBanue TpemwH HAa rybaX W B yIJIax PTa, BOCHAICHUE CIM3UCTBIX O00OJIOYEK,
«MaJTMHOBBIN» SI3BIK.
VBenuueHnue meiHbIX TUMEPOY3II0B.

5. TlomumopdHas ChIlb Ha TeNle M KOHEYHOCTSX.

6. Dpwurema JaoHeH U CTON ¢ HApaCTaHWEM OTeKa U MOCIEYIONINM HIeTyIICHHEM.

Jlns ycTaHoBieHusi auvartosa OosiesHn KaBacaku HeoOXOAMMO BBISIBJICHHE ISTH WU
YEeThIpeX M3 WIECTH MPHUBEIECHHBIX KPUTEPUEB, €CIU 3XOKapAHOrpaUyecKd BBISABIAETCS
pacimpeHre KOPOHApHBIX apTEPU.

Jleuenue. VIMMyHOr100yIMH BHYTPUBEHHO 2 MI/Kr B mepBble 10 paHeil, BBeneHue
KOTOpPOI'0 CONPOBOXKIAECTCA CTUXAHUEM OCTPHIX CUMITOMOB, YMEHBIIEHUE MHTOKCUKALUU YXKE
yepe3 12 4acoB mocie ero BBEACHUs, IPEJOTBpAIIaeTCs U 00pa30BaHUE aHEBPU3M KOPOHAPHBIX
cocynoB. Ilentarnobun B kypcoBoil noze 400-600 Mr/kr 2-3 paza BHYTPHUBEHHO uepe3 JECHb.
AHTHArperanTbl U aHTUKOATyJISHTHl B COYETAaHWU C MpeaHu30jJ0oHOM 2 Mr/kr. [lpm crenose
KOPOHAPHBIX ApTEPUI AUMHPUIAMOIT UM TUKIIOTIEAVH.

Ilpozno3. BonsIMHCTBO neTel BbI3JOpaBiIuBaoT. JletanpHocTh cocraBisger 0,5-1 %.
[TprunHOM cMepTH MOTYT SIBUTHCS Pa3pbiB KOPOHAPHON aHEBPU3MBI, HH(MAPKT MHOKapJa WU
MUTpaJbHas peryprutanuss — oOblYHO uepe3 3-4 Henenu oT Havyana OonesHu. CuHIpOM
KaBacaku siBisieTcsi OTHOM M3 YaCTBIX MPUYHMH aHEBPHU3M PA3UYHON JIOKATH3AIUN U WH(pAPKTa
MHOKapaa y JeTeu.

no

&

I'panynemaro3 Berenepa

I'panynemato3  Berenepa —  CHUCTEMHBI  HEKPOTU3UPYIOIIUM  BAaCKyJIHUT  C
MPEUMYILIECTBEHHBIM MOPAKEHUEM BEPXHUX [IbIXaTEIbHBIX MYyTEH, JErKUX M TOYEeK, 4acTo C
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pa3sBUTHEM IIPOTPECCUPYIOLIETO IIIoMepyioHedpuTa. Brieprie onucan B 1936 rony Berenepom,
U, XOTS OTHOCUTCSI K CUCTEMHBIM BacKyJUTaM, HO 4alle IpU 3TOM 3a00JIeBaHMM OTMEYaeTCs
OKCTPABACKYyJSIPHOE BOCHAJeHHWE TKaHeW ¢ oOpa3oBaHueM rpanyiaeMm. Habmomaercs
IPEUMYILIECTBEHHO I'PaHyJIEMaTO3HbIM BaCKyJIUT MEJIKUX COCYIOB U MPEXJE BCEro AECTPYKLUSI
TKaHEH BEPXHUX M HWKHHMX JbIXaTeJIbHbIX IIyTed. XapakTepHO IOpPaXKEHUE IIOYEK —
IJIOMEPYJIOHEPPUT 0YaroBblil, CECrMEHTAPHBINA U HEKPOTUUECKUH.

Amuonozua ne nzpectHa. IlpoBouupyromue GaxTopsl — BUPYCHI, HATMUYUE MUKPOOHOTO
areHTa, BaKLMHALMSL.

Ilamozenes. B pa3BuTHH BaCKyJIUTa UTPACT POJIb TUIEPIPOAYKIHS aHTHHEUTPOPUIBHBIX
LUTOIUIA3MAaTUYECKUX AHTUTEN C AHTUI€HHOM ClHeuu(pUYHOCTBIO K IpoTeuHasze 3;
runeprnponykuus (akropa BuineOpanga, moBbIIIEHHWE YPOBHS HeonTepuHa. B matorenese
UTPAIOT POJIb TAKXKE KJIETOYHbIE HMMYHHBIE MEXAHU3MBbI, O Y€M CBHUJETEILCTBYET IIPUCYTCTBUE
rpanyiemaro3Hbix u CD 4+ T-numdoruTos.

Knunuka. Pannue nposiBiieHus: HabII0Jal0TCA B 00JIACTH HOCA M NPUJATOYHBIX Ma3yX —
A3BEHHO-HEKPOTUYECKUE MTOPAXKEHUsI. XapaKTepHbl THOMHO-KPOBSIHUCTOE OTIENSIEMOE U3 HOCA U
HNEPUOJIMYECKH OJHOCTOPOHHEE HOCOBOE KPOBOTEUCHME, WU3BS3BICHUS CIU3UCTOW OOOJIOYKH
nosioctu pra. [To mepe nporpeccupoBanust mpouecca OTMeYaeTcs NopaxeHrue OPOHXO0JIErOYHOI0
annapara. [losBisercs Kamienab CyXOW WIM C BBIACICHMEM CIM3UCTOW M CIM3MCTO-THOMHOM
MOKPOTBI, OJIbIIlIKa, KPOBOXapKaHbE. PEHTTeHONOrNYeCK — €IUHUYHbBIE WJIM MHOKECTBEHHbBIE
y3€JIKM M MHQUIBTPATHl B CPEIHUX M HIKHUX JIOJISX JIETKMX C paclnajoM U o0pa3oBaHUEM
TOHKOCTCHHBIX KaBepH. PUOpO3 JIErOYHON TKaHM KaK pe3yibTaT pyOlleBaHUsl OBIBIIMX OYaroB
OCTPOr0 WJIM XPOHMYECKOro BocHalieHus. Pa3BuBaercss ocTpas WM XPOHHUYECKas JIErOuHas
HEJ0CTaTOYHOCTb.

B moukax THUOMYHO pa3BUTHE OJUTOMMMYHHOIO  OYaroBOr0  CErMEHTApHOIo
HEKPOTHUYECKOTO TIIOMEpyloHeppuTa U TiaoMepyronedpura MmeMOpaHo3HO-TIpoH(epaTuBHOTO
6o ¢ubpomnactuueckoro. Otnoxkenue IgA U KOMIUIEMEHTa B TJIOMEpynax. XapakTepHa
NPOTEUHYPHS 10 3 T/CYT, MUKPO- M MakporeMarypus, y 1/3 O0JIbHBIX — THIIEPTEH3HS, pa3BUTHE
XITH OT HECKOJIBKUX MECSLEB 10 HECKOJIBKUX JIET.

BcnenctBue cucTeMHOro BOCHAIMTENBHOIO MIPOLIECCA Pa3BUBAETCS JICHKOIIUTO3, AaHEMUS,
TpoMOonuTo3 U noBeiieHne COD. He xapakTepHbl JeHKONEHHs U TPOMOOLMTONEHUS, UYTO
MO3BOJIIET OTJIMYUTH TpaHysieMaro3 Berenepa oT Apyrux ayTOMMMYyHHBIX 3a0oseBaHuil. B
KpoBH NoBbIeHo coaepxkanue NJI-1, NJI-2, DHO-a.

Muaznocmuka. Knaccudeckoil TpuaaoW SBISETCA: MOPAKEHHUE CIHM3UCTHIX 000JI0YeK
JIbIXaTeNNbHBIX MyTel; OPOHXO0JErOYHOro anmnapara; noyek.

Kpumepuu AMepuKaHCKOrO HUHCTUTYTa PEBMATOJIOTHU:

1. BocnanurenbHble M3MEHEHHs CIM3MCTOW OOOJOYKM POTOBOW MOJOCTH M (WJIM) HOCA.

W3bsa3BieHNs CIU3UCTON OOOJOYKH POTOIVIOTKM M (MJIM) THOWHBIE WM KPOBSIHHCTBHIE

BBIJIETICHUS U3 HOCA.

2. Y3IIbl, CTOMKUE MHPWILTPATHI WM TIOJIOCTH, BRISIBIIIEMbBIC HA PCHTTEHOTPAMME JICTKHX.
3. V3MeHeHHe MOYEBOTr0 0Ca/IKa: MUKPOTeMAaTypHUsl UITH SPUTPOIIUTAPHBIEC TUITHH]IPHIL.
4. TunuyHOE rpaHyJIEeMaTO3HOE BOCIAJIEHNE CTEHKH apTepUu WM 00pa30BaHHUE TPaHyJIEM B

MEPUBACKYISPHBIX SKCTPABACKYISAPHBIX 00IACTAX.

Ecnu umerot mecto 2 u 6osnee u3 4 KpuTepues, TO y OOJIBHOIO MOXKHO IPEIIOJIOKUTh
rpanyiemMaro3 Berenepa. BoIcOKOUYBCTBUTENBHBIN CEPOTOTUUECKUN MapKep — TUIEPIPOAYKIIHS
AHTUHEUTPOPMIHHBIX I[UTOIIA3MATUYECKUX AaHTUTEN C AHTUTEHHOW CHEIU(UIHOCTBIO K
npoTenHase-3.

Jleuenue. CranpmapTHasi cxema — nukiodochamun 2 MI/KT/CYyT W TpeIHU30J0H 1
Mr/kr/cyT. CrycTs 4 HeAenu MPU 3HAYUTEILHOM KIIMHUYECKOM YIY4IICHUU MPEIHU30JI0H Yepe3
JIeHb B TeueHue 1-2 MecsIeB ¢ MOCTENEeHHBIM CHIUKEHUEM J03bl. Jleuenue nukinodochamumom
MPOJIOJDKAETCs elle B TeueHue | roja, mociie JOCTHKEHUS TOTHOW KIMHHKO-TabopaTopHOU
PEMHUCCHH, TIOCTETICHHO CHIDKAIOT 103y Ha 25 Mr kaxkasie 2-3 mecsna. J[o3y Hamo moadouparhb
Tak, 4ToOBI OOINEE KOJMYECTBO JIEMKOIMTOB ObLIO B mpenenax He Humke 3-3,5x106/m, a
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ueiirpopunos  1-1,5x108/1.  Mcnonb3yroTcs aMUHOXMHOJMHOBBIE — MpenapaThl  (Jesarui,

makBUHWI). B ocTpoM mepuoae BBoAWTCS BHYTpHMBEHHO meHTaraooun 400-600 mr/kr uepes

nenb 2-3 sBeneHus. OTMeueH 3¢ (exT — OTCyTCTBUE 0OOCTPEHHIA B TEUCHHE 6 MECSIIEB.
Ilpocno3. Yxyniaer nopaxenue nouek ¢ pazputuem XITH.

Hecnenudguyecknii aoproaprepuut — 0ose3nb Takasicy

Hecneunduueckuit aoproapTepuuT — BOCHAIUTEIbHOE ayTOMMMYHHOE 3a00JeBaHUE
JECTPYKTUBHO-TIPOJIYKTUBHOI'O XapakTepa KpPYNHbIX apTepUid, NIPEUMYIIECTBEHHO aoOpThl U €€
BETBEH, peke BETBEM JIErOYHOW apTepuu, NPUBOJALIEE K HX OOJuTepalMM M HIIEMUHU
KPOBOCHA0)Ka€MbIX MMM OpPraHOB. 3aHMMAET BTOPOE MECTO IO YaCTOTE CPEIU IOPAKEHUUN
COCYJIOB TIOCJIE aTepOCKIJIepo3a y B3POCIbIX. Y JeTeil HaumHaeTcs yamie B Bo3pacte 10-16 ner,
XOTSl MOXKET HavyaThCs U 10 7 jeT (penko). Yem meHble BO3pacT peOeHKa, TEM OCTpee TeUCHHE
3a00JIeBaHU.

dmuonocusa He BblACHEHAa. bonblioe 3HaueHUWe B MOCIEIHUE TOAbl INPUAAECTCA
TFeHETUYECKUM (aKTOpaM.

Ilamozene3 — MMMYHOKOMIIJIEKCHBIM.

Knunuka. llpusHaku O0j€3HM 4Yallle BCErO0 OrPaHUYMBAIOTCS MOPAKEHHEM COCYJOB
BEpPXHEU MOJOBHUHBI TYJOBUIIA («II€pEBEpHYTAsl KOAPKTALUA»), 00J€3Hb OTCYTCTBMSI IyJibCa U
CHHJIPOM HOJKJIIOUYNYHOTO 00KpabIBaHus. J[pyroit BapuaHT — yactoe (GOpMHUPOBAHUE AHEBPU3M
U nopaxeHue OeqpeHHbIX apTepuid. IIpu 3TOM Ui THAarHOCTUKM MMEIOT 3HAUYEHUE CUHIPOM
OTCYTCTBUSl IyJbCa, HATOJIOTMYECKHE COCYAUCTbIE IIyMbl, CHHIPOM IepeMeKaroliencs
XpoMOTBl. OCOOEHHOCTBIO HECHenH(PUIECKOro aopPTOAPTEPUUTA SBISAETCS CTCHO3UPOBAHHE
yCThsl MOYEYHOM apTepuu, OJHOCTOPOHHEE WJIM JIBYCTOPOHHEE CYKEHHE MOYEYHBIX apTepHil,
coyeraronieecss ¢ M3MEHEHHEeM OpIOMHOro oTAena aopThl. [0 JaHHBIM SAMOHCKHX aBTOPOB,
Hecnienuuueckuit aoproaptepuut B 40 % sBiIsIeTCA NPUUMHON PEHOBACKYISPHOM FMIEPTEH3HH.
[lpr mopakeHHH COHHBIX apTEPUil MPHCYTCTBYIOT *XajloObl HA TOJIOBHYIO OOJb, YXYyIIICHHE
3peHHUsl, HapyLLIeHHE MO3TOBOI'0 KPOBOOOPALIEHHUS; apTEPUU MOTYT ObITh 00JIE3HEHHBI, HaJl HUMU
HOSIBJISIFOTCS] CTEHOTHUECKUE [ITYMBI.

Hecneuuduueckuit aoproapTepuuT MPUHATO pa3ienaTh Ha 4 Tuna:

npu | Thne — nopakeHue OrpaHUYUBACTCS 1yTroil a0pThl U ee BeTBAMU (8% OO0JIbHBIX);

npu |l Tune — nopaxxaeTrcs HUCXOAIAsA YacTh (TPYAHON U OPIOLIHOM OTAEbI) a0pTHI (Y
11 % GonbHBIX);

1l Tum — (cmemanHbIi) Haubosee YacThblil, BKIIOUAET MOpaKEHUE NYyTd aopThl U €e
Hucxosmero oraena (y 65 % 007abHBIX);

npu IV Tune — BO3MOXHBI NMOPaXEHUs, XapaKTEepHbIE JJIs MEPBbIX TPEX BapUaHTOB B
COYETAaHHUH C APTEPUUTOM BETBEH JIETOYHOU apTEPHH.

Juaznocmuka Hecnenn(UYECKOro aoproapTepuuTa BO3MOKHA IPU BHUMATEIBHOM
O0CMOTpE peOeHKa, NMajgbIalky MMyJIbca U U3MEPEHUHN apTEePUATILHOTO JIaBJIeHUs Ha 00euX pyKax U
HOTax, ayCKyJbTAallUU COHHBIX, OJKITIOUNYHBIX, O€IPEHHBIX apTepUi, A0OPTHI.

JlabGopaTopHbIe TTOKa3aTesIn aKTUBHOCTH Tporiecca: yBenudenne COD, konuentpaiuu C-
peaktuBHOro Oenka, IgA. MHCTpyMeHTanbHBIE METOJBl HCCIENOBaHMS — Jomiieporpadus,
IYMJIEKCHOE CKaHHUPOBAaHUE, MAarHUTHO-PE30HAHCHAas ToMmorpadus, aopTorpadusi — Mo3BOJISIIOT
onpenenuTh AeopMaIfio COCYAMCTOrO0 pycia, U3MEHEHHE JIMHEHHOH CKOPOCTH KpPOBOTOKA,
YTOJILEHNE CTEHOK a0PThI UJIN CY)KEHHE YCThEB KPYITHBIX apTepUid, apTepHaIbHYIO OKKITIO3HUIO.

JlnarnHoctuueckne Kputepun AmMepukaHckod komieruu pesmaronoros (1990 r.). Ilects
OCHOBHBIX JUarHOCTUYECKUX KPUTEPHUEB:

1. Hauano B Bo3pacte mMoioxe 40 ser.

2. Tlepemesxatromiasicst 607b B KOHEUHOCTSIX.

3. CHmXKeHHe MyNbCalH B IUICYEBBIX apTEPHSIX.

4. Paznuune B CHCTOJIMYECKOM JIaBJICHHH KPOBH Ha pykax Oojee 10 MM pT CT.

5. Cucronuyeckuil yM HaJl HOJKIIOUNYHOM apTeprel Win HaJl aOpTOil.
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6. Aprepuorpaduyeckue MpuU3HAKUA CYKEeHHs (OKKIIFO3UU) TyTH a0PThI U €€ BETBEH WUITU
KPYITHBIX apTEPUH KOHEUHOCTEM.

[Tpu nanuuuu 3 u3 6 kpurepues cnenupuuHocts — 97,8 %, wyBcTBUTENHLHOCTH — 90,5 %.

Jleuenue. B octpoii ¢aze — npeaAHU30J0H 1 MI/KI/CYT C IOCTENIEHHBIM CHHKEHUEM JI03bI
gyepes 1-2 mMecsia 10 noaaepkuBaroiieit, merorpexcar 10 Mr/m? moBepXHOCTH Tella OAWH pa3 B
Hegento. C  menpl0  yaydmieHHs — Hepu@epudeckoro - KpoBOOOpalleHHs — Ha3HAYaloT
NEHTOKCU(WIUIMH, BUHIOLUETHH, KOMIUIaMUH. [loa/iepKUBaroOIy0 Tepanuio MpeaHU30JI0HOM U
METOTPEKCAaTOM TMPOJIOJDKAIOT B XpOHUYECKOW ¢a3ze B TeueHue 1-2 ner. [lo moxazanusm
IOPOBOJAT COCYIUCTYIO TIUIACTHKY, HCCEYCHHE aHeBpH3M. IIpoBoauTCS caHamus OuYaroB
HH(}EKIuu.

Boae3nr Bexuera

bone3np bexuera — cUCTEMHBIH BAaCKYJIUT MEJIKHUX COCYAOB C HEKPO30OM COCYIUCTOM
CTCHKHU W TIEPUBACKYISIPHON TUM(POMOHOIIUTAPHON MH(DUIBTpALINEH; XapaKTepU3yeTCsl TPUATI0M
B BHJE pPEUUIAUBUPYIOUIET0 adTO3HOTO CTOMATUTAa, T'€HUTAJbHBIX HU3BSA3BICHUNH U YBEWTA.
Berpeuaercs B no0om Bo3pacte, ofHako y jAereil OosiesHb bexuera — penkas maTtosiorus.
BrlsiBlIeHa reHeTHYEeCKas MPeApaciooKeHHOCTh, cBsa3b ¢ HLA-BS, B-51 1 DRW52.

Omuonozus wewsBectHa. llpoBonmpyroT 3a00jeBaHWEC BHUPYCHBIE, OaKTepUAIBHEIC,
9KOJIOTHYECKUE (haKTOPBHI.

Ilamozenes. B ocHOBe 00JE3HUM — BaCKYJIHT MEIKUX cOCyIoB. OOHapyXKHBArOTCS
HUPKYTUPYIOLINE MUMMYHHBIE KOMILJIEKCHI, MOBBIIIEHUE JIOKATbHBIX MMMYHHBIX TJIOOYIHHOB,
koMmioHeHTOB C3 m Cg KOMIUIEMEHTa M XEMOTaKCHC HEUTpoduiaoB. OTMEUaIOTCS HEKPO3bI

COCYIIMCTOM CTEHKHU U MEePUBACKYIISIPHBIC HH()UIBTPATHI.

Knunuka. Octpoe unnM mnocTeneHHoe Hadano. HeMoTuBuUpoBaHHas JMXOpajka,
pPeLUAMBUPYIOIIMM CTOMATUT, NOpPaXEHHE IJa3 B BUJIEC JABYCTOPOHHETro yBeuTa. Y JeTel
OTMEUAIOTCSI U3MEHEHMsI Ha KOXE B BHUJIE Y3JI0BaTOM dPUTEMBI, U3BA3BICHUS C IOCIEAYIOLIUM
r1yookuM pyOueBaHneM. MokeT OBITb CYCTaBHOM CHHAPOM B BHJE MOHOApTpUTa WIH
OJIMTOApPTPUT CPEJHUX CYCTABOB II0 THUIy CUHOBHUTA. [Ipu reHepaln30BaHHOM IOPAKEHUU
COCYZOB HaOJIIO/IaeTCsl TSDKEJOE TEYEHHE C MOpPaXEHHEM IHIIEBAapUTEIbHOTO TpakTa
(9pOo3uBHBIN 330(arut, A3BEHHBIH KOIUT, HarmoMuHatouMi Oone3ns Kpona), nopaxkenue LTHC
(mcuxuveckue HapyluIeHusl, MEeHUHTo3HIedanuT). Y neTeil peaKo BCTpedaroTcsl 13Bbl FeHUTATUH.

Jlabopamopnusie uccnedosanusa. B octpoit daze — yBenmuuenume COD, neHdKonuTo3,
yMepeHHasi aHeMHUsl, TUIIepraMmmario0yIuHeMusi, THIEPUMMYHOTJIO0y TMHEMHUSL.

Jleuenue. HazHauaroTcs TIIIOKOKOPTUKOUABI 1 MI/KI/cyT, nukiopochamua, reBaMus3on B
noze 50-150 wmr/cyr 1-2 nua B Henmemo. Komxoumn 1-1,5 wmr/cyr ¢ mnepexoaom Ha
noj/iep)kuBarontyto tepanuio B jgo3e 0,5-0,25 mr/cyr. Bee mpenapaTsl B MOIIEpKUBAIOLIUX
J103aX HA3HAYalOTCA OT HECKOJIbKUX MECALIEB /10 HECKOJIbKUX JieT. Ilpu Tskenom TedeHuu —
aIMKJIOBUP B J103€ 5 MI/KI BHYTPUBEHHO Ha BBEJCHUE; BBOJAT Yepe3 Kax/ible 8§ UacoB B TEUECHUE
5 cytok. [Tnazmadepes. [Ipeqauzonon 1 Mr/kr/cyr.

Ilpozno3 nipu TsxkensIX GopMax COMHUTEIbHBIMN.

Cunapom Yapaxka-Crpocca

I'panyneMaTO3HbII BOCHATUTENbHBINA aHTUUT — cUHApoM Yapmka-CTpocca OTHOCHUTCS K
TpyIIIie CUCTEMHBIX BAaCKYJIMUTOB C MIOPAKEHUEM COCYIOB MEJIKOTO Kanopa (KarujuisipoB, BEHYII,
apTepuol), aCCOLMHPOBAHHBIA C OOHApY)KEHHUEM aHTHHEUTPO(PMIBHBIX LUTOIUIA3MATUYECKUX
ayroanturen (AHLIA). V nereii ata hopMa CUCTEMHOT0 BaCKyJIUTa BCTPEUAETCS PEIIKO.

Amuonozua u namozenes. 3a00JEBAHUIO TPEIIIECTBYIOT WH(EKIMOHHBIE OOJE3HH,
BBI3BIBACMBIC BUpYyCaMU H 6aKTepI/I$IMI/I, OTMCYACTCA CKIOHHOCTb K aJlJICPTHYCCKUM PECAKIHAM,
pa3BuTHE 3a00JIeBaHUs HaON0JaIoCch mocie crneunduyeckoir nMMmyHnusanuu. [Ipeanonaraercs
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TeHEeTUYECKasl MPEAPacloNOKEHHOCTh K NeQHUIUTY MHTMOMTOpA TPHUIICMHA, BCIEICTBHE YEro
MIPOUCXOAMT MOBBIIIEHHOE 00pa3oBanue AHIIA co cnenuduaHoCThIO K MpOTEHnHA3Ee-3.

T'ucmonozua. XapakTepHbl MEJIKHE HEKPOTHMUECKHUE TIPaHYJIEMbl M HEKPOTUYECKUI
BAaCKYJIUT MEJKUX apTepuil W BeH. ['paHyneMbl pacrojiararoTcsi 3KCTPaBACKYJSIPHO BOIU3U
apTepuosl W BEHYJI W COCTOST U3 IIEHTPAJHHOTO S03MHOQMIBHOTO SApa W PaauaIbHO
OKPYXAaIoIIMUX €ro MakpodaroB M TUTAaHTCKUX KIETOK. M3 KieTok BocmalieHusi mpeodagaroT
903MHO(HIIBI, MEHbIIIE HEHTPOPHUIIOB, KOJIMIECTBO TUM(OIIUTOB HE3HAYUTEIBHOE.

Knunuka. B TunuuHbIX cioydyasx OOJe3Hb HAUMHAETCA C aJUIEPIrMUECKOro PUHHUTA C
MOCJIEAYIOLUM [TPUCOECMHEHUEM CUHYCUTA U MOJIMIIO3HBIMU Pa3pacTaHUsIMU CIU3UCTON HOCA —
9T0 mepBas cragus cuHapomMa Yapmxa-Ctpocca. OHa MOXKET MPOJOIKATHCS JOBOJIBHO
JUTMTENIbHBINA TIEPHOJ C TIOCIEAYIOUIUM MPUCOSTUHEHNEM OpOHXHalbHON acTMbl. Bropas dasa —
s03uHOPMIIMs Tepudeprudeckodl KpOBHM W Tpalus HMX B TKaHMU: MPEXOASIIUE JIETOYHbIE
UHQUIBTPATHI, XPOHUYECKAsE S03MHO(PHIbHAS THEBMOHHUS WM S03MHO(MMIBHBIA TaCTPOIHTEPUT
C MEePUOINYECKUM OOOCTPEHHEM B TEUEHHME HECKOJbKUX JIeT. TpeThsi cTaausi XapakTepu3yeTcs
4acTBIMH OOOCTPEHUSMU W TSOKEIBIMH MPHUCTYNAaMH OpPOHXHAIbHOM aCTMBbI, TOSBJICHUEM
Npu3HaKoB cucTeMHoro BackyiauTa (Yywamun A.I., 2001). C mnosiBIeHHEM CHCTEMHOTO
BaCKYJIMUTa BO3HUKAET JIMXOpPaJKa, BBIPAKEHHAas WHTOKCUKAlUs, CHMKEHUE Macchl Tela.
Jlerounbie MHQUIBTPATHI JTOKATU3YIOTCA B HECKOJIBKUX CErMEHTax, OHU OBICTPO MPETEPIEBAIOT
obpatHoe pasputHe npu HazHaueHuu ['KC, yto umeer nquarnoctuueckoe 3HayeHue. [lo nanupM
KOMIIBIOTEPHON Tomorpaduu MapeHXUMaTO3HbIE UHQUIBTPATHI pacnonararorcs
MPEUMYIIECTBCHHO Ha IMepudepur W TOXO0XKK Ha «MmaTtoBoe crekio» (Uyuamma A..I.). Ilpu
MPOBEJICHUN KOMITBIOTEPHOM TOMOrpaduu BBICOKOTO pa3pelieHus] COCYIbl PACIIUPEHBI, C
OCTPOKOHEYHBIMU OKOHYAHUSIMHU.

Jlabopamopnaa ouaznocmuxa. Boipaxennas so3uHodunus kposu (mo 30-50 %
6onee). Uncno 303uH0(UI0B KpoBu mpesbimaet 1,5x109/11, ¢ masmauenuem I'KC comepxanue
503UHO(HIIOB OBICTPO CHMIKAETCs. 3HAUMTENBHO MOBBIIIEHO cojepkanue oobmero IgE B kposwu.
bonbuioe auarHocTMueckoe 3HAUE€HUWE HMEET IOBBIIIEHHOE KoiuuecTBO B KpoBu AHIIA.
3HauuTenbHO noBkIieHa COD.

Jluaznocmuyeckue Kpumepuu AMEpUKaHCKOMN KOJIErud peBMaTosioroB (1990):

ActMma.

Dozunoduus 6onee 10 %.

MoOHO- unu noNUuHERpOnaTUs.

Jleryuue jgerouHble UHQUIbTPATHI
CuHyCHUTBI.

DKcTpaBacKyJsipHasi TKaHEBask J03MHO(DUITHS.

HpI/I HaJIMYUU 4 TPU3HAKOB U3 6 YyBCTBUTENBHOCTh — 85 %, cnenuduunocts — 97 %.
Jls AMarHOCTUKM MMEET 3HAuY€HHE TAaKKe 0co0asi TAXKECTb OpPOHXMAIBHOW acTMbl C YacCTHIMHU
000CTPEHUSMHU U HECTAOMIIHBIM TE€UECHHEM.

Jeuenue. CuctemMHble TIIOKOKOPTUKOCTEPOUABI — TMPEAHU30J0H 1 MI/KI/CyT co
CHIDKEHHeM depe3 Mecall oT Havaia jJedeHus. Kype 'KC — 9-12 mecsnes. B Tsxensix cnyyasx ¢
nopakeHMeM BHYTpeHHuX opraHoB coderanue ['KC c¢ nuxnodocpammumom wu3 pacuera 2
MI/KI/CyT B TEUEHHE TO/1a C KOPPEKLMeH 103bl B 3aBUCUMOCTH OT IOKa3arenel 0eoif KpoBu.

Ilpocno3. Kak mpaBuio, HE BOBJIEKAIOTCS B Mpolecc MOYKH. B ciydasx nopakeHus
IOYeK W cepaua, NporHo3 HeOmarompuaTHeld. IIporHoctudyeckn HEOIArONpUATHO TaKkKe
nopaxxeHne [{THC u xennyj04HO-KHAIIEYHOr 0 TPaKTa.

oakrwdE

I'emopparnyeckue quaresbl

I'emocTa3 — ¢pyHKIMOHATBHAS CHCTEMa OpraHu3Ma, 00eCTIeUnBaroNIas, C OJJHOW CTOPOHBI,
OCTAHOBKY U TPEAYNPEXKIACHUE KPOBOTCUECHHH MPU HAPYIIEHUU UEJIOCTHOCTH COCYIUCTOU
CTEHKH, a C JPYyrod — COXPAHEHUE KUJKOTO COCTOSIHUSA LUPKYJIUPYIOLIEH U JEIOHUPOBAHHOU
kpoBu. Takxke cucTeMa TreMoCTa3a ydacTBYeT B PETYJANHH TPAHCKAMILIIPHOTO OOMEHa,
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PE3UCTEHTHOCTH W MPOHUIIAEMOCTH COCYIUCTOM CTEHKH, BIUSET HA COCTOSIHUE penapaTUBHBIX
IIPOIIECCOB.

Bbiensior Tpu 3BeHa TeMOCTa3a: COCYAUCTOE, TPOMOOIMTApHOE M IuIa3MeHHoe. B
Ka)XJIOM U3 3B€HbEB UMCIOTCS 3JIECMEHTBI, KOTOPBIE CIOCOOCTBYIOT 0OpA30BaHHIO CTYCTKAa KPOBU
(POKOAryNSHTHI) WX MPENSATCTBYIOT 3TOMY (QHTHCBEpTHIBAIOMKE W (DUOPHHOIUTHUYECKHE
(hakTopHI.

TFEMOPPAIT'HYECKHUE JIUATE3bl WU CHHIAPOMbI - dopmbl maronoruu,
XapaKTEepU3YIOIIHNECS CKIIOHHOCTBIO K KPOBOTOYHBOCTH.

dmuonocusa, namozene3. Pa3znnualoT HacleICTBEHHBIE (cemeilHble) ¢OopMBI ¢
MHOTOJIETHEH, HAaYMHAIOUICWCS C JIETCKOTO BO3pacTa KPOBOTOYMBOCTHIO M TNPHOOpPETEHHBIC
dopMbl B OOJBIIMHCTBE CBOEM BTOpUYHBIE (cuMmTomMaTuueckue). bombiias dgactb
HACJIEICTBEHHBIX (DOPM CBsI3aHA C AHOMAIUSIMH METaKapuOLIMTOB U TPOMOOLIUTOB, AUCHYHKIUEH
MOCIEAHUX JTHOO0 ¢ MeUIUTOM MU JePEKTOM IUIa3MEHHbIX (PaKTOPOB CBEPTHIBAHUS KPOBH, a
takxke (akropa BumieOpanna, pexe C HEMOTHOLUEHHOCTHIO MEIKHUX KPOBEHOCHBIX COCYAOB
(Temeanrudkrazusi, Oone3nb  Ocnepa-Panaro). bBonpmmHCTBO  mpHOOpeTeHHBIX  (GopMm
KPOBOTOYHMBOCTH CBsi3aHO ¢ cuHapoMoM JIBC, WMMyHHBIMH W HWMMYHOKOMILICKCHBIMHU
MOpaXEHUsIMH  cocyaucTorl cTeHku (Backynut lllenneitna-I'eHoxa, sputemMbl U JAp.) u
TPOMOOIHUTOB (OOJBITMHCTBO TPOMOOITUTOINICHUI), ¢ HAPYIICHUSIMHA HOPMAJIBHOTO TE€MOI033a
(remopparuu Tpu JeiKo3aX, TMIO- M alJaCTHYECKUX COCTOSIHUSIX KpPOBETBOPEHHS, JTy4eBOM
00J1€3HH), TOKCUKO-MH()EKIMOHHBIM TOPaKEHHEM KpPOBEHOCHBIX COCYJOB (TeMOpparnveckue
JUXOPAaKHU, CBHIMHOM TU( © [1p.), 3a00JNEBAHUSMHU TI€UEHM U OOTYpAIlMOHHOM JKEATYXOMH
(BeoymiMHM K HApyIICHHIO CHHTE3a B TENAaTOIMTaX (aKTOPOB CBEPTHIBAHUS KPOBH),
BO3/ICIICTBMEM  JICKQPCTBEHHBIX IpEnaparoB, HAPYIIAOIIMX TeMOcTa3  ([e3arperaHrsbl,
AQHTHKOATYISHTH, (QuOpUHONMTHKM), JHOO TPOBOLMPYIOIIMX HWMMYHHBIE HapYIICHUS -
TpoMOouuToneHuto (ranteHoBass ¢opma), BacKyIuThl. [Ipu MHOTUX TEPEYMCIEHHBIX
3a00JIeBaHUAX HApYLIEHUs] FE€MOCTa3a HOCAT CMELIAHHBIA XapakTep M PE3KO YCUIIMBAKOTCA B
CBS3M C BTOPUYHBIM pa3zBuTHeMm cunjapoma JIBC, wyamie Bcero B CBSI3U € HH(EKIIMOHHO-
CCNTUYECKHUMH, HMMMYHHBIMH, JCCTPYKTUBHBIMH WJIM OIYyXOJICBBIMU (BKIIIOYAs JICHKO3bI)
MPOLIECCAMH.

Ilo namoczene3y pa3nuyaroT CIeAYIOLIUE TPYIIIBI TEMOPPATUYECKUX TUATE30B!

1) koarymomatuu:  OOYCIIOBJICHHBIC  HAPYIICHHUSIMH  CBEPTBIBAGMOCTH  KPOBH,
crtabunu3anuu (QuUOpHMHA WIM TOBBIIIEHHBIM (UOPUHONM30M, B TOM YMCIE MpPHU JIEUYCHUHU
AQHTUKOATYJIIHTAMM, CTPENTOKWHA30M, YpPOKMHA30#, mpenapaTtamu AepuOpHHUpYOIEro
JeicTBUS (apBUHOM, penTuiia3zol, ne¢pudpaszon u 1p.);

2) TPOMOOIIMTONEHNUH, TPOMOOIIMTONATHH: 00yCJIOBJIEHHBIE HapyleHueM
TPOMOOLIMTAPHO-COCYAUCTOTO T€EMOCTA3a;

3) oOycioBieHHbIE HAapyUIEHUSAMU KakK KOaryJslUOHHOIO, TaK U TPOMOOLIUTApHOTO
remocrasa: a) Oosie3Hb BumneOpana, 6) AMCCEMUHUPOBAHHOE BHYTPUCOCYIUCTOE CBEPTHIBAHNE
KpOBU (TpoMOOTreMoppariueckuii CHUHApOMa B) MpH HapanpoTeHHEMHsIX, TremMobiacTo3ax,
JTy4eBOU OOJIE3HH H JIp. ;

4) BaszomaTHU: OOYCIOBICHHBIC MEPBHYHBIM TOPAKCHUEM COCYIMCTONH CTEHKH C
BO3MOXXHBIM BTOPUYHBIM BOBJICYCHHEM B TIIPOLECC KOATYISIMOHHBIX M TPOMOOIHMTAPHBIX
MEXaHU3MOB TIeMOocTa3a (HacleACTBeHHas TeneaHruskrazus Ocnepa-Panaio, reMaHTHOMBI,
remopparndeckuii Backyaut [llenneitna — ['enoxa (KamIsipOTOKCHKO3, IO  MEXKIyHAPOIHOU
Kjaccupukanuy OoJe3Hel amepruyeckas myprypa), SpUuTeMbl, FeMOpparuiyeckue JIMXOpaaKH,
HaCIIeICTBEHHAS MTPOCTas MypIypa, aHTHOMAaTO3 ceTYaTKu, TumoButaMiuHo3bl C u B u nip.).

B ocoOyto rpymnmy BKJIIOYAIOT pa3iuyHble (JOPMBI TaK Ha3bIBAEMOW HEBPOTUUECKOM, MK
UMHUTAIMOHHOW, KPOBOTOYMBOCTH, BBI3bIBAEMOW y ce0s camMuMu OOJIBHBIMH BCIIEACTBUE
paccTpoiicTBa TNCUXMKH ITyTeM MEXaHMYECKOW TpaBMaTH3alMM TKaHW (HAIIWIBIBAHUE WIN
HACaChIBaHWE CHHSKOB, TPABMHUPOBAaHUE CIM3HCTHIX OOOJOYEK W T. [.), TAWHBIM TPUEMOM
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JIEKapCTBEHHBIX IIPENapaToB TI'€MOPPAaruyeckKoro AEWCTBHs (Yallle BCErO0 aHTUKOAryJIsIHTOB
HENpsAMOro ACHCTBUS - KyMapHUHOB, (PEHUIIMHA U JIp.), CAMOUCTSI3aHUEM WM CaIU3MOM U T. 1.

Pexe Bcrpeuatorcst 6muskue k JIBC-cunapomy TpomOoreMopparnueckue 3a00saeBaHus,
IPOTEKAIOIME C BEIPAXKEHHON JIMXOPAIKOM - TpOMOOTHYECKass TPOMOOLIUTONIEHUYECKas IMypIiypa
(6one3Hb MOIIKOBUY) M TEMOJIUTUKO-YPEMUYECKUN CHHIPOM.

C TOukM 3peHus paclpoCTPaHEHHOCTH B CTPYKTYpe IeMopparuueckux Oone3Heil y
JIETEeN yallle BCEro BCTPEYaroTCs Ba30aTHH.

B Mexnaynapoanoit Knaccudpukanuu bonesneii (MKB) 10 nepecMoTpa BBIIEISIOT:

MKB-10 /Iluaruo3sl.

Kimacc III: bosie3Hu KpOBH, KpPOBETBOPHBIX OpPraHOB M OTJACIBHBIC HApYIICHHS,
BOBJICKAIOL1E UMMYHHBI MEXaHU3M

biaox (D65-D69) - HapymieHuss CcBepTHIBAEMOCTH KpOBH, IIyplypa © JApYyrue
reMopparu4eckue COCTOSHUS

. JlucceMUHUPOBAaHHOE  BHYTPHCOCYAMCTOE  CBEPTHIBAHHE  [CHHAPOM
neduOpruHaIuy |

. Hacnencreennsie negunut dakropa VIII

. Hacnencreennsiii nedunut gakropa IX

. Jlpyrue HapylIeHus CBEPTHIBAEMOCTH

. Bonesns Bumiebpanna

. Hacnencreennsiit nepunut dpakropa XI

. Hacnencreenusiii neuuT npyrux (GakTropoB CBEPTHIBAHUS

. I'emopparuueckue HapyiieHusi, OOYCIOBJICHHbIE MHUPKYIUPYIOIIUMU B
KPOBH aHTUKOATYJISTHTAMH

. [TpnobOperennbIit feGUIUT hakTOpa CBEPTHIBAHUS

. Jlpyrue yTOYHEHHBIE HAPYIICHUS CBEPTHIBAEMOCTH

. Hapymenne cBepThIBA€MOCTH HEYTOUYHEHHOE

. [Typriypa u npyrue reMopparudeckue COCTOSTHHS

. Adnnepruyeckasi myprypa

. KauecTBenHnsle geexThl TPOMOOIIUTOB

. Jpyras HeTpoMOOIIMTOTIEHUYECKasl MypIypa

. WNnunonarudeckas TpoMOOITUTONIEHUYECKAs ITypITypa

. Jlpyrue nepBuUYHbIE TPOMOOIIUTOTICHUH

. Bropuunas TpoMOOIIUTOIICHUS

. TpomboruTonenrs HeyTOYHEHHAs

. Jlpyrue yTOYHEHHBIE TeMOPPArunIecKue COCTOSTHUS

. I'emopparuueckoe COCTOSIHIE HEYTOYHEHHOE

Tunel KpPOBOTOYMBOCTH. [emamomubli TUI CBOWCTBEH pSAYy HACIEICTBEHHBIX
HapyLIeHUH CBepThIBAEMOCTH KpoBH (remopminu A u B, tsoxensiii nepuuut dakropa VII) n
NpUOPETEeHHBIX KOaryJonaTuil - MOSIBICHUIO B KpoBU MHruouropos ¢akropos VIIIL, IX, VII +
V, nepeno3upoBKE AHTHKOATYJISHTOB  (3a0pIOIIMHHBIE TIeMaToMbl). XapaKTepusyercs
00JIe3HEHHBIMU HANPSHKEHHBIMA KPOBOMBIUSHUSAMU B IOJKOXKHYIO KIJIETYAaTKY, MBbIIIIIbI,
KpPYIHBbIE CYCTaBbl, B OpIONIMHY W 3a0pIOIIMHHOE MPOCTPAHCTBO (CO CIABIEHUEM HEPBOB,
paspylleHHeM Xpslie, KOCTHON TKaHH, HapylleHHeM (QYHKIHUI OMNOPHO-ABUTraTEIbHOTO
anmnapara), B HEKOTOPBIX CIy4asxX - MOYEYHBIMU M JKEIyJIOYHO-KUIIEUYHBIMU KPOBOTEUYEHUSIMH,
JUINTETIbHBIMA AaHEMU3UPYIOIIMMH KPOBOTEUEHHUSIMH W3 MECT IMOpPE30B, paH, IMocie yAaleHus
3y00B M XUPYPrHYECKHX BMEIIATEIbCTB.

Kanunnapnuiii, nam MUKpOIMPKYISTOPHBIN (IM€TEXUAbHO-CUHSUKOBBII), THI CBONCTBEH
TPOMOOIIMTONEHUSIM M TpomOouuTonaTusM, OosiesHn BuneOpanga, a Takxke aepuuuty
¢dakropoB mporpombunoBoro komiiekca (VIL, X, V u II), HekoTopsIM BapuaHTaM Trumo- u
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nucuOpuHOreHeMUl, YMEPEHHOH Mepeo3upOBKe aHTHUKOAryIsHTOB. YacTto coyeraercs ¢
KPOBOTOYMBOCTBIO CIIM3UCTBIX 000JI0YEK, MEHOpparusiMu. Bo3MOXKHBI TsDKEIbIe KPOBOU3IHUSIHUSA
B MO3T.

Chmewannblil KanuaiapHo-2emMamomMHblyl TUIl KPOBOTOYUBOCTH-IIETEXUATIbHO-TIATHUCTBIC
KPOBOM3JIMUSAHUS B COUYCTAHNUU C OOIIMPHBIMH IJIOTHBIMU KPOBOM3JIUSHUSAMH U reMaroMamu. [lpu
HACJIC/ICTBEHHOM I'éHe3€ KPOBOTOUMBOCTHU 3TOT THII CBOMCTBEH TsKeJIOMYy AepuuuTy (akTopoB
VII u XIII, Tsoxensim opmam 6ose3nn BumeOpanna, a U3 npuoOpETeHHBIX-XapaKTePeH IS
ocTpbIX U nopocTpelx Gpopm ABC-cunapoma, 3HaUNTENIbHON EPeA03UPOBKE aHTUKOATYJITHTOB.

Koaryjgonaruu.

Hacneocmeenusvie napyuieHusA KOA2yniayuoHHO20 2emMOCmasa
Ac¢ubpuHoreneMus

[I'mmodgubpuHOreHEMUS

JuchubpunoreHemMus

bonesnr Bunnebpanna

I'emodumus A (nedpunut dakropa VIII)

I'emodunus B (nepunut dakropa IX)

I'emodumus C (nepuuut paxropa XI)

Hedunut dpaxropa V

Hedumut dakropa VII

Jedbunut dakxropa X

Hedumnut dakropa XII

Nedbunut daxropa XIII

Hedunut Arturpom6buna 111

Hedunut nporeuna C

Hedunnt nporenna S

Pesucrentnocts FVa k akTuBUpoBaHHOMY npoTenny C

Ilpuoopemennvie napywienua KoaZyiAyUOHHO20 2eMOCMA3a
AHTU(hOCHOTUIUAHBIN CUHIPOM

Koarynonarus BcnenctBue nepunura BuraMmuHa K
WNurudurop ¢akropa VIII (mpuodbperennast remoduiins)
KoarynonaTtus BcieacTBUE NOPaKEHUS IEYEHU
JlcceMUHUPOBaHHOE BHYTPUCOCYAUCTOE CBEPThIBAHHE

I'emopparuyeckue amate3bl, 00ycC/10BJIeHHbIe HAPYUIEHUSIMH B CBepThIBaouiei
CHCTeMe KPOBH.

Cpenu HacneACTBEHHBIX (OpM TIOJABIAIONICe OOJBIIMHCTBO ciiydaeB (Oomee 95%)
npuxoauTes Ha Aeguuut komnoHeHToB ¢aktopa VIII (remopunusa A, 6one3ns BunneOpanna) u
¢dakropa IX (remodunus B), mo 0,3- 1,5% - na nepuuur daxropos VII, X, V u XI. Kpaiine
penku (eAMHUYHble HAOMIOJeHHs) (GOPMBI, CBSI3aHHbBIE C HACIEICTBEHHBIM JEe(UIIMTOM IPYTUX
¢dakropoB-XII (nedhexkr Xaremana), Il (runonporpomOunemusi), I (runoauchudprHorenemus),
XTI (nepunur Gudpuncrabunusupyromiero ¢axkropa). Cpeau npuodpeTeHHbIX HopM, TOMUMO
JABC cungpoma, mpeobiagaloT KoaryJonmaTHH, CBA3aHHBIE C JCPHUIIMTOM WIH JeTpeccuei
¢dakxTopoB nmporpomobunoBoro komiuiekca (II, VII, X, V),- Gone3nu nedeHu, oOTypalmoHHAs
KENTyXa, KUIIeUYHble JUCOAKTEpPHUO3bl, TMEepeAO3UpPOBKAa AHTUKOATYJISHTOB-aHTarOHHUCTOB
ButamuHa K (KymapuHbl, peHWINH U Ap.), TeMopparuyeckas 60Jie3Hb HOBOPOXKJIEHHBIX; (OPMBI,
CBS3aHHbBIE C MOSBJICHHEM B KPOBHM MMMYHHBIX MHTHOMTOPOB (DAKTOPOB CBEpTHIBAHUS (Uarie
Bcero antuten K (akropy VII); kpoBOTOUNBOCTH, 00YCIOBIEHHAs reapiHU3alel, BBEIEHUEM
npenapatoB (GUOPHHOIUTUYECKOTO (CTPENTOKWHA3a, YPOKHMHA3a U JIp.) U NepuOpuHUPYIOIIETO
neiictBus (apBUH, aHKpOJ, Aedudpaza, penTuiasza, aHcTpoH-H).
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I'emoduanu.

I'emodunus A BbI3BaHa nepunurom anturemoduindeckoro riodymuna (VIIL ¢axrop
CBEPTHIBAHUA).

I'emodunus B Be3Bana nepuurom IX daxTopa cBepThIBaHHUS.

I'emodunus C Be3Bana aeduiurom XI dakropa cepreiBanus (dakrop Posenrans),
npoTeKaeT HauboJee THKENO.

I'emodumuss A u B - HacinencTBeHHO O0OYCIIOBIICHHBIC 3a00JieBaHMsI, TIEPENAIOTCS
CIIETUICHHO ¢ X-XpOMOCOMOM, ayTOCOMHO-peniecuBHO). 'emopmnust C mepenaeTcs ayToCOMHO-
JOMUHAHTHO (CTPaNalOT M JKEHIIUHBI W MYXXYHHBI).

Ilamozenes. B ocHOBE KPOBOTOUMBOCTH JIKUT U30JIMPOBAHHOE HAPYIICHHUE HAYAJIHLHOTO
JTarna BHYTPEHHET0 MEXaHW3Ma CBEPTHIBAHUS KPOBH, BCICICTBHE YETO PE3KO YAJIMHETCS 001Iee
BpeMsl CBEpTBIBaHHUS IE€JbHOI KpoBH (B TOM uHcie mapamerp R Tpomboamacrorpammbl) u
nokaszarenu 0ojiee YyBCTBUTEIBHBIX TECTOB - ayrokoaryisiuoHHoro (AKT), akruBupoBaHHOTO
napruaibHoro tpomoormiactuHoBoro BpemeHu (AIITB) u 1. a. IlporpomOuHOBOE Bpems
(MHIEKC) M KOHEYHBIH dTal CBEPTHIBAHMSA, a TAK)KE BCE MapaMeTPbl TPOMOOIIMTAPHOTO TeMOCTa3a
(uucno TpoMOOIMTOB M BCE BHJIBI WX arperanuu) He HapymaroTcs. [IpoObl Ha JIOMKOCTH
MHUKPOCOCYIOB (MaHKETOUHAS U JP.) OCTAIOTCS HOPMAIbHBIMH.

Puc. 'emaToma, ToKamu30BaHHAs Ha TOJIOBE HOBOPOXKICHHOTO reMoIIInKa, depes 24
yaca rociie pojoB

Teuenue remopunnu nMeeT 0COOEHHOCTH:
1) kpoBOTEUEHHSI BO3HHKAET HE Cpa3y MOCie TPaBMBI, C CITycTs 2-3 4aca,
2) BBIpOXKEHHOCTh KPOBOTCUCHHUS HEAIEKBATHO TPaBME,
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3) NPOAOIKHUTEILHOCTh KPOBOTEUEHHS 0 HECKOJIBKHIX YacOB M JIHEH,

4) crycTok o0pa3yercs, HO KPpOBb IPOJI0JIKAET Teub (ITPOCauYnBaACTCS),

5) HaOnro1aeTCsi KPOBOTCUCHUE B MBIIIIIIBI, B CYCTaBbl, BO BHYTPCHHHUE OPTaHbl,

6) KpoBOTEUEHHWE MOXKET OBITh W3 OJHOIO W TOro € MecTa (KpOBOTECUEHHUE
PELUIUBUPYET).

Knunuka. I'eMaToOMHBIM THUI KPOBOTOYMBOCTU C PAHHEro JETCKOIO BO3pacTa Y JIMIL
MYXCKOTO T10J1a, OOMJIbHBIE U JIUTEIbHbIE KPOBOTEUSHHSI TIOCIIE JIFOOBIX, TaXKe MaJbIX, TPAaBM U
onepauui, BKJIKOYas SKCTPAKLMIO 3yOOB, HPUKYChl I'y0 M s3blka M T. 1. XapaKTepHbI
NOBTOPSIIOLIMECS]  KPOBOM3JIMSHUS B KPYNHbIE CYCTaBbl ~ KOHEYHOCTEM  (KOJICHHBIE,
TOJICHOCTOIHBIE U Jp.) C HOCIEIYIOUUM pa3BUTHEM XPOHHUYECKUX apTpO30B C Jedopmanuei u
OTPaHWYEHUEM  TIOJABIDKHOCTM  CYCTaBOB,  aTpodueil  MBIIIl W KOHTPAKTypaMu,
MHBAIMAU3UPYIOLUX OOJIbHBIX, 3aCTABIAIOUIMX UX [10JIb30BaThCs OPTONEANUYECKON KOPPEKIUEH,
KOCTBUISIMM,  WHBJIMAHBIMH  KOJISICKAaMH.  BO3MOXHBI ~ OOJbIIME  MEXKMBIIICYHBIE,
BHYTPHUMBIILIEYHbIE, MOJHAJAKOCTHUYHBIE M 3a0pIOLUIMHHBIE I€MAaTOMBbI, BBI3bIBAIOIINME HHOI/IA
JNECTPYKLHUIO  TOJUIeXamell  KOCTHOH  TKaHW  (TeMOo(uIMYecKHue  ICEBIOOIYXOJH),
[aTOJIOTUYECKHE IepesoMbl KocTel. B0O3MOXKHBI yHOpHBIE PELUIUBUPYIOIIUE KEITyJI0UHO-
KUILIEYHbIE M IIOYEYHbIE KPOBOTEUEHMs. TsKECTb 3a00JieBaHUS COOTBETCTBYET CTEIEHU
neguuura aHTUreMo(puInYeckux (hakTOpoB: MpU KpailHe TsKesbIX opMax MX ypoBeHb HUXKeE 1
%, nipu TsKENBIX - 1-2%, cpenneii Tsxectu - 3-5%, snerkoii - 6omnpme 5%. OxHako mpu TpaBMax
U Onepaiusx yrpos3a pa3BUTHs ONACHBIX Ul )KM3HU KPOBOTEUEHUN COXpaHSETCs M MPH JIETKUX
dopmax remopwimu, U Tumb nomnaepxkanue ypoBHs (akropoB VI wmmm IX Bemme 30-50%
o0ecreynBaeT Ha/Ie)KHbIM reMocTas.

Juaznos. I'emodumnmro npennonaratoT y O0JIBHBIX MYXCKOTO M0JIa ¢ TeMaTOMHBIM THIIOM
KPOBOTOYMBOCTH U T€éMapTpO3aMH, BOZHUKAIOLUIMMU C PAaHHETO IETCTBA.

JlaGoparopHble MPU3HAKU: YAJUHEHUE OOIIEro BPEMEHH CBEPTHIBAHHS KPOBU IIPU
HOpMaJIbHBIX ~ IIOKa3aTeNsiX  MpPOTPOMOMHOBOrO M TpoMOMHOBOro  TectoB.  Jlus
muddepeHnaIbHON  AUarHOCTHKH reMopuiann A W B HCHONB3ylOT TecT TreHepanuu
TPOMOOIUIACTHHA, KOPPEKLMOHHbIE MpOoObI B ayToOKoaryjorpaMmme: npu remodpumuu A
HapyIlICHWE CBEPTHIBAEMOCTH YCTpaHsETCs J00aBjieHHEM B IUIa3Me€ OOJIBHOTO JOHOPCKOMN
IUIa3Mbl, NPEABAPUTEIBHO aJACOPOMPOBAHHON Cynb(aTrom Oapust (pH 3TOM yaanusercs (pakTop
IX, HO coxpansercs ¢aktop VIII), HO He ycTpaHseTcss HOPMaJIbHON CHIBOPOTKOM,
IPOIOJDKUTEIBHOCTh XpaHEHUs! KOoTopoi 1-2 cyT (comepxut daxrop IX, Ho snumieHa dakropa
VIII); npu remodpumnuu B kxoppekiuio maer crapas cbiBopoTka, HO He BaSO4-mnasma. Ilpu
HAJIMYUM B KPOBU OOJBHOTO HMMMYHHOTO HWHTHOMTOpa aHTHreMo(puiIndeckoro (akropa
("uaruburtopHas" Qopma remopuiaMH) Koppekuui He naroT HU BaSO4-nmasma, HM crapas
CBIBOPOTKA, Maj0 HapacTaeT ypOBEHb NePHUUMTHOro (hakropa B I1a3mMe OOJBHOrO IMOCIE B/B
BBEJICHUSI €r0 KOHLIEHTpAaTa WM JOHOPCKOM IUIa3Mbl. THUTp HMHTUOMTOpA OIpPENEssIoT 0
CHOCOOHOCTH pa3HbIX pa3BEJEHUH IIa3Mbl OOJBHOTO HApYIIaTh CBEPTHIBAEMOCTb CBEXEH
HOPMAaJIbHOW IOHOPCKOM IJIa3MBl.

Jleuenue. OcCHOBHOW METOJN - 3aMECTUTEIbHAs TIEMOCTATUYECKas  Tepamus
KpUONpenunuTaToM win KoHuentparamu (axrtopa VIII (nmpu remodunum A) nnu ¢akrop IX -
npenapatr IIIICb (nmpu remodunuu B). Ilpm oTCyrcTBHM 3THX HpenapaToB WU
HEYCTaHOBJICHHON (hopme remModusinu - BBEICHUE B/B CTPYHHO OONBIINX 00BEMOB CBEXKEH MU
CBE)XE3aMOPOKEHHOM JOHOPCKOM TUIa3Mbl, cojepkamieil Bce HeoOXoJaumble (akTOphl
cBeprbiBaHus. [lpu remoduiuum A Kpuompenunurar BBOAST B 3aBUCHUMOCTH OT TSDKECTHU
reMopparuy, TpaBM WM XUPYpruyeckoro BMerarenseTBa B go3ax oT 10 mo 30 EJI/kr 1 pa3 B
CYTKH, Tu1a3my - B 1o3ax mo 300-500 mu xaxnaelie 8 u. Ilpu reMmodunuu B BBOAAT KOHIIEHTpATHI
daxTopa IX no 4-8 103 B cytku (o npuxpsitueM 1500 EJ] renapuna Ha KakIayro 103y) 1160
JTIOHOPCKYIO T1azMy (1o 3-4 mueit xpaneHus) mo 10-20 MII/KT B CyT €KETHEBHO WA Yepe3 JICHb.
[lpu aHemm3anuu mnpuderaroT TaKkxke K TpaHchy3usMm cBexed (1-2 nHell XpaHeHUs)
OJIHOTPYIIITHOM JOHOPCKOW KPOBU WJIM IPUTPOLUTHON Macchl. TpaHcy3uu KpoBH U IJIa3MbI OT
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Matepu OolbHOMY peOEHKY HelenecooOpasHbl: Yy MepeaTyul] TeMOo(pUIuH ypOBEHb
AHTUTEMOPUITBHBIX (DAKTOPOB CYIIECTBEHHO CHIIKEH.

[lokazaHust K 3aMECTUTEIBHOW TEpaluu: KPOBOTEUEHHs, OCTpble TE€MapTpo3bl U
reéMaTOMbI, OCTpbI€ 00JIEBbIE CUHAPOMBI HESICHOTO TeHe3a (4acTo CBsI3aHbl C KPOBOM3IUSHUSAMU B
OpraHbl), TPUKPHITHE XUPYPrHYECKHX BMEIIATENBCTB (OT yHajJeHHs 3yOOB 1O IOJIOCTHBIX
onepauuil). I[lpuunHel Heyau: pa3BeeHHE U MeJIEHHOE (KaIleJIbHOE) BBEIEHUE KOHIIEHTPATOB
(bakTOpOB MM TIA3MBbl, APOOHOE BBEICHHE MX MaJbIMU JI03aMH, OJHOBPEMEHHBIC BIMBAHUS
KpoBe3aMmeHuTenei (5% pacTBop IJIHOKO3bl, OJIUITIIOKUH, FEMOAE3 U T. [.), CHIDKAIOUIUX ITyTeM
pasBeieHUS] KOHLEHTpPAIlMM AHTUTeMOQWIBHBIX (aKTOpoB B KpoBU OosbHOro. Ilpm
"UHruOuTOpHBIX" dopmax couerarT IIazMadepes (ymajaeHue aHTUTEN K Qakropam
CBEPTBIBAHHUS) C BBEACHHSIMH OYEHb OOJIBIIMX KOJWYECTB KOHIEHTPATOB (PAKTOpPOB U
MIPEAHU30JIOHA - 10 4-6 MI/KT B CYT.

Jleuenne remapTpo30B. B ocTpoMm mepuoze - BO3MOXKHO 0ojiee paHHSS 3aMECTHTENIbHAs
remMocraruyeckas Tepanus B TedeHue 5-10 nHel, npu OOJBIIMX KPOBOUBIMSHMUAX - ITyHKIIMS
CyCTaBa C acIHpalyeil KpOBU U BBEJICHHEM B €r0 MOJOCTh TUAPOKOPTU30HA WIIM MPEIHU30JI0OHA
(mpu cTporoM cobioAeHnN acenTuku). iMmoOmin3anus nopaxeHHOH KOHEYHOCTH Ha 3-4 nHf,
3areM - paHHiA JiedeOHas  (QUBKYIbTypa TOJ  HPUKPBITUEM  KPUONPEIMIIUTATA;
(bu3noTEepaneBTUUECKOE JICUeHHE, B XOJOJHOM IEpUOJE - Ips3eieueHue (B MEpBbIC JHU MOJ
NPUKPBITUEM KpHompenunurara). [Ipun Bcex KpOBOTEUEHHUAX, KPOME MTOUYEUHBIX, TOKa3aH MpHUeM
BHYTPh aMHUHOKANpOHOBOM KuciaoTel mo 4-12 r B cyrku (B 6 mnpuemoB). JlokanbHas
reMOCTaTHYeCcKasi Tepamus: amiUIMKalus Ha KPOBOTOYAIN[YI0 IIOBEPXHOCTh TPOMOHMHA C
reéMOCTaTH4eCKO T'yOKOll M aMHHOKampoHOBOW KucioTOW. Bukaconm um mpenapaThl KaabIMs
Hed(pPEeKTHBHBI U HE TTOKA3aHbI.

OcteoapTpo3bl, KOHTPAKTYpbl, MATOJOTHYECKUE HEPEIOMbl, ICEBIOONYXOIH TPeOyroT
BOCCTAHOBUTEIIFHOTO XHUPYPTHUECKOTO M OPTOMEAWYECKOrO JICYEHUS B CIEIHATU3NPOBAHHBIX
OTJEJICHUSX. [Ipu apTpaiIrusax IIPOTHBOIIOKA3aHO Ha3zHaueHHe HECTEPOUIHBIX
POTHBOBOCTIAJMTENBHBIX TPENapaToB, pe3KO YCHIIMBAIOUINX KPOBOTOUYHUBOCTb.

B nactosmee Bpemst B Poccuiickoit deaepanun oTCyTCTBYET TEXHOJIOTHUS, TO3BOJISIONIAs
NPOM3BOIUTH TpenapaTsl KpPOBH COOTBETCTBYIONIME WMIIOPTHBIM aHanoraMm. CTaHIUuU
HEepeIUBaHUsl KPOBU IPOU3BOAAT W3 KPOBU JOHOPOB Maod(p(PEeKTHBHbIE MPOMEKYTOUHBIE
npenapaTtel, — COACpKallMe  MHOTO  IOCTOPOHHHMX  OENIKOB:  KpHONpEeHenuTaT |
CBE)XE3aMOpPOKEHHYIO0 IU1a3My. [IpuMeHeHHe Takux MpemnaparoB, H3TOTOBJICHHBIX IO
OTEYECTBEHHON TEXHOJIOTHH, COTPOBOXIACTCS CHIBHEHITNMH HMMMYHHBIMH PEAKIUSAMH Y
OO0JBbHBIX, YTO sBiIsAETCs Hebe3onacHbIM. Kpome Toro, npenapatsl, mpou3BoauMelie B Poccun He
IPOXOJAAT JIOCTATOYHOH BUPYCHON WHAKTHBAIMM, B CBS3M C YEM BBICOKA BEPOSTHOCTh
3apakeHUs1 OOJIbHBIX BHUPYCHBIMH 3a0oneBaHMsIMM, TakuMmu Kak rematut, CIIMJ u np. B
HocJIeTHee BPEeMs, B CBSI3HM C COKpAIllEeHHEeM OFO/KETHOTO (PMHAHCHUPOBAHUS PA3IMYHBIX CTAaTeH
3npaBooxpaHeHuss B Caskt-IlerepOypre  BBIMIYCK  OTEUECTBEHHBIX AHTUT€MO(HIBHBIX
IpernapaToB CHIKEH.

Jlns Ge3omacHOro JnedeHus OOJBHBIX Tremodumueit 3a pyoexkom yxe Oonee 20 ner
BbIMyCKalOTCsl 3¢ (deKkTrBHBIE BUpycoOe30MacHble Mpernaparbl — KOHIEHTpaThl (HaKTOpOB
CBEpPTHIBAHUS.

Ha cerognsmnuii neHs B roposae nmeercs LleHTp mo jedeHnto reMopuiny, B KOTOPOM
3apeructpupoBaHo Oonee 800 >xureneit Cankxt-IleTtepOypra, crpagaroumx remoduiared u
NPYTUMH HApYIIEHUSIMA CHCTEMBI CBEPTHIBAHHUS KPOBH. 3HAUYMTEIBHYIO YacTh OT TOTO YMCIIA
cocTaBisAoT 1eTH. Cpeau B3pocibix 001bHBIX reMopunneit 50% cocTaBiIsAIOT UHBAIMIBI, CPETU
nereit — wHBaTUI0B 40%. Ilo mamasiM Bcemupuoit Opranusanuu 3apaBooxpanenus (BO3)
MHUHHMAaJIbHOE KOJMYECTBO KOHIIEHTPATOB (PAKTOPOB, HEOOXOAMMOE JIIsl JICUEHHs OHOTO TAKOTO
6ompHOTO, coctaBisier 12'500 wmexnaynaponueix enunul, (ME) B roxa. Takum obpazowm,
CyMMapHasi MUHUMaJIbHasi MOTpebHoCcTh ropona cocrasiser 7'500'000 ME B roa. Ota mudpa
XapaKTepU3yeT JINIIb YKCTPEHHBIE MOTPEOHOCTH, TaK KaK aOCONIFOTHO SICHO, YTO JICUCHHE MEHEe
OCTPBIX CHUTyaluil OyneT NO-TpeXHEMY OCYIIECTBIATbCA OTEUECTBEHHBIMU IperapaTaMH.
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OnHako Jaxe Takoe KOJMYECTBO MMIIOPTHBIX BBICOKOOYMILIEHHBIX TPEMAapaToOB MO3BOJIUT
00JIbHBIM TeMo(dHIIHeH TToTy4aTh 00pa3oBaHue, MPo(ECcCHIo U OCTaBaThCs PabOTOCITOCOOHBIMH,
MOJTHOLEHHBIMH YJIeHaMH 00IIeCTBa.

Ilpogpunakmuka. 1. Meauko-reHETUUECKOE KOHCYJIbTUPOBAHHUE, OINpPEICICHUE I10Ja
II0Ia W HAIMYMA B €ro KIeTKax reModmimdyeckoil X-xpomocomsl. 2. IIpodunakruka
reMapTpo3oB M  JAPYTUX TeMopparuii: aucnaHcepusalus OOJNBHBIX, PpPEKOMEHAALUU
OTIpeNIeIeHHOro 00pa3a >KU3HHU, YCTPAHSIOIIETO BO3MOXKHOCTh TPaBM, paHHEE HCIOJIb30BAHUE
JIOIYCTUMBIX BUAOB JieueOHOW (U3KyIbTyphl (IJIaBaHUE, AaTpaBMAaTUYHBIE TPEHAXKEPHI).
Opranuzanus paHHETO BBEACHHS AHTUTEMO(DMIMYECKHX TpEnaparoB Ha JOMY (BBIC3IHbBIC
CHelUal3upoBaHHble Opurajpl, OOydYeHHE pPOIUTENIECH B WIKOJIE MEAMIIMHCKUX CecTep);
pEHTreHoTepanus MOPAKEHHBIX CYCTAaBOB, XUPYprudeckas M HW30TOMHAas CHUHOBIKTOMHS. B
HauboJee TSKENBIX CIydasx cuctemMarnueckoe (2-3 pasza B Mecsll) NpouIakTUYecCKoe BBeICHNE
koH1eHTpata pakropos VIII umm IX.

Kodakropnass (koMmoHeHTHas)) remopuimus - odeHb pexakas ¢opma. Tum
HacjeaoBaHUs ayTrocoMHbI. Hmskas aktuBHOCTH (aktopa VIII ycTpansercs B Tecre
CMEIIMBAHMUA IUIa3Mbl HCCIEIyeMOro ¢ Iula3Moil OompHOro Temoduimeir A. Bpewms
KPOBOTEUECHHMSI, a/lr€3UBHOCTh TPOMOOIIMTOB, YpOBEHb B IazMme (hakropa Bumnebpanaa u ero
MYJIbTHMEpPHAsl CTPYKTypa HE HapyIICHBI, 4TO OTIIMYaeT KO(YaKTOpHYIO TeMo(uinio ot 00e3HU
Bunebpanna.

bosesns BuaseOpanga - oauH W3 Hawboslee  4YacThIX — HACJEJICTBEHHBIX
reMoOpparu4eckux Juare3oB. AyTOCOMHO HacieqyeMblid Ie(UIUT WIM aHOMajlbHas CTPYKTypa
CUHTE3UPYEMOTO B SHIOTEINH COCYJJOB MAKPOMOJIEKYIISIPHOTO KoMIoHeHTa (akTopa VIII.

Ilamoczenes. Hapymaercs B3aMMOJIEHCTBHE CTEHOK COCYJOB € TpomOoluTamy,
BCJIE/ICTBUE YET0O MOBBIIIAETCS JIOMKOCTh MUKPOCOCYI0B (TIOJIOKHUTENbHbBIE IPOOBI HA JJOMKOCTh
KallWIISPOB), NpU OOJBIIMHCTBE (POPM pe3KO BO3pacTaeT BpeMs KPOBOTEUEHHUS, CHUKAETCS
QITe3UBHOCTh TPOMOOLMTOB K CYOSHAOTENWIO W MX AarrIIOTHHAIMS TOJA  BIUSHHEM
pucromuiiiHa. OTHOBPEMEHHO B OOJIbIIECH WIIM MEHbIIEH CTEIIEHU CHUXKAETCS KOaryJsLUOHHAs
aktuBHOCTH aktopa VIII, uto cOmmkaer Oone3np BuuieOpanma c yerkumu  popmamu
remoduiauu A (0TCI0/1a cTapoe Ha3BaHUE 0OJIC3HU - AHTHOTEMO(IITHS ).

Knunuka. Y neBodek ¢ HayaJloM IOJIOBOIO CO3PEBAaHUS U IOSIBICHHEM MEHCTpyalui
Xapakrepusyercss Nnpody3HbIMH MEHOpparusMM. THI KpOBOTOUMBOCTH B TSDKENBIX CIydasx
CMEIIIaHHbIM, B OoJjiee JEerkKuX - MUKPOUUPKYIATOpHbIN. [Ipy He3HauMTenbHOW TpaBMaTU3aLUU
BO3HUKAIOT FEMOPPAruy B KOKY U MTOJKOKHYIO KJIETUATKY, HOCOBBIE M MAaTOYHBIE KPOBOTEUEHUS,
4acTO OIIMOOYHO paclieHHBaeMble KaK AUC(YHKIMOHAJIbHBIE, peXe- KeIyJA0YHO-KUILIEYHBIE,
BHyTpUYepenHsle. ['eMapTpo3sl peku M MOpakarT JIMIIb €JUHUYHBIE CYCTaBbl, HE BEAYT K
MIyOOKHMM HapylieHusiM (YHKIUM OTMOPHO-ABUTATEIBLHOTO amnmapara. Hambonee MyduTenbHBI
U3HYPSIOIINE U aHEMU3UPYIOIINE MEHOPpAruu, U3-3a KOTOPhIX MHOTI 1A MPUXOANUTCS MpUOerarh K
SKCTUpHNALMM MaTKu. Bo3MmoxHO coueranue Oone3sHu BuwineOpanaa ¢ pa3iuyHbIMU
ME3E€HXUMAJIbHO-COCYIUCTBIMU ~ JIUCIUIA3UAMU -  TeneaHrudkrasuei  (popma  Ksuka),
apTEPUOBEHO3HBIMH IIYHTaMH, IpPOJaOMpPOBAaHUEM CTBOPOK KJIANaHOB CepAla, ci1adoCThiO
CBSI30YHOTO armapara u T. 1.

Jluacno3 ycTaHaBIMBAIOT MO TUIOUYHOM (opMe MOKU3HEHHOM KpPOBOTOUYHMBOCTH U
BBISIBIICHUIO B PA3HBIX COYETAHUIX CIEIYIOUINX MPU3HAKOB: MOJOXKHUTEIbHBIX TPOO HA JTIOMKOCTh
KalWUISIPOB; YIJIMHEHHS] BpEMEHU KPOBOTEUEHHs, 0COOEHHO B POOax ¢ HaJOKEHUEM MaH)KEThI
(+40 MM prt. ct1.) mo AiiBu, bopxrpeBunky uinu IlIMTHKOBOM, pU HOPMAJIBHOM COAEPKaHUHU
TPOMOOLIUTOB B KPOBH, HOPMaJIbHOW MX BEJIMYMHE; CHUKEHHS aJre3UBHOCTH TPOMOOLIUTOB K
CTEKIYy M KOJIJIar€Hy, CHIDKEHMS arrjloTHHAllMM WX [0 BIUSHUEM pUCTOMULMHA U
OJIHOBPEMEHHOTO  HapylIeHHs  HadyaJbHOTO  JTama  CBEPTHIBAEMOCTH  KpoBH (B
ayTOKOAaryJIIMOHHOM  TECTe, IMpH  HCCIECJOBAaHMM  AKTUBUPOBAHHOIO  IAapIHUAIbHOTO
TPOMOOIIJIAaCTUHOBOTO BpeMeHHu). [Ipu OonbIIMHCTBE (OPM CHHKEHBI AKTHUBHOCTH (haKkTopa
Bumiebpanna B miiazme u (W) TpoMOOLIMTaX, a TaKXKe YPOBEHb CBS3aHHOTO C HUM aHTHIEHA.
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Koarynsamuonnast aktuBHocTh (akropa VIII mpu omHux ¢opmax CHWXKEHA, NpU JPYTHX -
HopmasibHa. [locne TpaHcdy3un cBexeill JOHOPCKOW IUIa3Mbl WM BBEJICHUN KPHOIPEIUITUTATA
aktuBHOCTH (akTopa VIII mpu OGoneznn BuneOpanga Bo3pactaeT B OoJbIIel CTENEHH M HA
OoJiee UIMTENBHBIA CPOK, YyeM npu remoduianu A. Psx ¢popm Gonesnn BunneOpanma cBsizaH ¢
HEMPaBWIBHBIM pacIipeelIeHUeM 3TOro (aKTOPbl MEXY TUIa3MOM B TPOMOOIIUTaMu (HaripuMmep,
B TPOMOOIIUTAX UX MaJo, B IUIa3M€ - MHOT'O WJIM HA000pOT) U HAPYLIEHUEM €ro MYJIbTUMEPHOU
CTPYKTYpbI. M3-3a 3TOr0 pazHooOpa3usi MaTOreHEeTHUECKUX (POPM KaXIbld M3 MEPEeUHCICHHBIX
7a00paTOPHBIX MPU3HAKOB MOXKET OTCYTCTBOBaTb, 4YTO 3aTPYAHSAET JUArHOCTUKY OTIENbHBIX
BapUaHTOB JaHHOro 3aboneBaHus. OTHAKO TUMUYHBIE (OPMBI JUATHOCTHPYIOT TOCTATOYHO
HaJIeXkHO.

Jleuenue. llpu KpOBOTEUEHUSX M XHUPYPrUUYECKHX BMEIIATEILCTBAX - BBEACHUS
KPHOIIPELMIINTAaTA U CTPYHHO CBEXE3aMOPOXKEHHOM Iuta3Mbl. J[03bl M yacToTa MX BBEIEHUS
MOryT ObITh B 2-3 pa3a MeHblle, 4yeM npu remModuaun A. C mepBoro u a0 MOCIEAHEro JHS
MEHCTPYQJIBHOIO LMKJA, a TaKKe INPU HOCOBBIX M IKENyJOYHO-KUIIEYHBIX KPOBOTCUEHUSIX
HA3HAYAIOT BHYTPh aMUHOKAmpoOHOBYIO Kucinoty (8-12 r/cyr), nubO OCYyIIECTBISIOT
TOPMOHAJIbHBINA I'eéMOCTa3.

[Ipodpwmnakrtuka. M30eratb OpakoB Mexay OOJbHBIMH (B TOM YHCIE MEXKAY
POJCTBEHHUKAMU) B CBSI3U C POXKACHUEM JETEH C TAXKEI0W TOMO3UIOTHOM (hopMoii 6OIE3HH.

Hepunmur ¢axropa XI (remopmms C) - peakoe ayTrOCOMHO HacieayeMoe
3a00JIeBaHNe, XapaKTePU3YIOIIeecs CIa0bIM HapyIIEHHEM BHYTPEHHETO MEXaHW3Ma Ha4allbHOTO
JTarna CBepThIBAHUS KPOBU, OTCYTCTBUEM WJIM HE3HAYUTEIbHOMN BBIPAXKEHHOCTHIO TeMOpPParuu.

Knunuka. Yame Bcero 60e3Hb IPOTEKAET OECCUMIITOMHO ¥ CITy4aifHO BBISBIISCTCS TIPU
HCCJIETIOBAaHUH CBEPTHIBAIONICH cucTeMbl KpoBU. CIIOHTaHHAs KPOBOTOYMBOCTh OTCYTCTBYET WIIH
HEe3HauuTelbHa. TpaBMbl U OllepalluM B psijie ciiydyaeB (HE BCErla Jake y OJHOTO M TOTO K€
00JILHOTO) OCIIOKHSAIOTCS KPOBOTCUCHHUSIMH.

/Jluaznocmuka OCHOBaHA Ha BBISBJICHUU HApYIIEHMs] HA4aJbHOTO 3Talla CBEPTHIBAHMS
KpoBH (B ayrokoarynorpamme, AIITB) npu HOpMansHOM HPOTPOMOMHOBOM M TPOMOMHOBOM
BpEMEHU. B KOpPEKIMOHHBIX TECTax HapYLIEHHE UCHPABISAIOT J100aBIEHUEM KaK HOPMaJIbHOMN
I1a3Mbl, TAaK ¥ HOPMAJIbHOM CHIBOPOTKH (OTJIMYHE OT Jierdaimux ¢Gopm remodunuu A u B).

Jleuenue. B GonpmMHCTBE ciy4aeB JiedeHUs] He TpeOyercs. Ilpu omepanusix u pojax,
OCJIOHEHHBIX KPOBOTEUEHUSIMH, - CTPYHHBIE TPAaHC(PY3UHU CBEKE3aAMOPOKEHHOMH II1a3MBbl.

Ilpogunaxkmuxa takas xe, kak npu 6one3nu Bunnebpanza.

Jucnporpom0umM - reMopparuueckue Auares3bl, OOYCIOBIIEHHBIE HAaCJIEICTBEHHBIM
neduruToM (akTOpoB MNPOTPOMOMHOBOrO Komiiekca - VII (rumompokoHBepTuHEMHs), X
(6onesnp Crroapra - Ilpayspa), Il (rumomporpomOuuemus) u V (TUMOAKIEICPUHEMHUS }.
Jeduuut nepeyrcaeHHbIX (GaKTOPOB YACTO BCTpEUaeTCs Kak MPUOOPETEHHbIN Ae(eKT cUCTeMbl
remocrasa, Ho penko (¢dakropsl VIL, X, V) unu kpaitne penko (¢pakrop 1) kak HacieacTBEHHBIH
nedexT.

Knunuka. Ilpu nerkux Qopmax - MUKpPOLMPKYJIATOPHBIN, MpH 0Oojiee TAKENIbIX -
CMEILIaHHbII THI KPOBOTOYMBOCTU. ['eMapTpo3bl peikH (MPeuMYILECTBEHHO MNpU JIepuIuTe
daktopa VII).

Huaznocmuxa. Ilpu Bcex (Gopmax 3HAUUTENBHO YJ/UIMHEHO NPOTPOMOMHOBOE BpeMs
(CHMKEH TPOTPOMOMHOBBIN MHAEKC) NMPU HOPMAIbHOM TPOMOMHOBOM BpeMeHU. BHyTpeHHUit
MEXAHU3M CBEPTHIBAaHUS (ayTokoarynorpamma, aKTUBUPOBAHHOE NapuuagIbHOE
TPOMOOIIIIaCTUHOBOE BpeMsi) HapymieH mpu nedunmre daxtopoB X,V u II, HO ocraercs
HOpManbHBIM TIpH feduuute (axkropa VII. Pasrpanmuenue neduuurta dakropos X, V u Il
IPOBOAST C TOMOILIBIO KOPPUTHPYIOIIMX MpoO, TECTOB €O 3MEHHBIMU SIaMU, IyTEM
KOJINYECTBEHHOT'O OIpeeNICHHs KaXKI0Tro 13 (PakTOpoOB.
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IIpuoGperennsie popmbl nepuuuTa PaKTOPOB NPOTPOMOHHOBOI0 KOMILIEKCA Yallle
BCEr0 00YCIJIOBJIEHBI IPUEMOM aHTHKOATYJISTHTOB HEMPSIMOTO IEHCTBUSA (KyMapUHOB-IIEIEHTaHa,
CHHKyMapa © Ap., (enwnmmna), K-BUTaMUHHONH HEJOCTAaTOYHOCTBIO NPU OOTYpAI[HOHHOU
KENTyXe M KHUIIEYHOM JUcOaKkTepuo3e, TsKEJIbIMU 3a00JIEBaHUSMM IIE€YEHH, CUCTEMHBIM
aMHIJIONI030M, Ype3MepHOi nenpeccuerd 3Tux ¢akropoB (Huxe 20% HOpMBbI) Ha 3-7-i IEHD
nocjie poxaeHus (reMopparudeckasi 00je3Hb HOBOPOXKIEHHBIX). Ciienyer, OJHAKO, YYUTHIBATH,
YTO B YKa3aHHBIX CUTYalUsAX KPOBOTOYMBOCTb 4YaCTO BO3HUKACT U BCIIEICTBHE OJHOBPEMEHHOTO
pazButus JIBC-cunapoma.

Knunuka. KomnnekcHslii npruoOpeTeHHblid geguuut ButaMuH-K-3aBucuMBbIX (hakTopoB
[EPBOHAYAJILHO MPOSBIAETCS IETEXUAIbHO-CUHSIYKOBOM KpPOBOTOYMBOCTBIO (B UYACTHOCTH,
reMopparusiMd B MECTaX MHBEKIMI, HOCOBBIMU U JIECEHHBIMU KPOBOTECUEHMSIMH, FeMaTypHeEil),
3aTeM Oosiee OOIMPHBIMU KPOBOIOJATEKAaMH M TeMaTOMaMM B 00JIaCTH CIIMHBI, B 3a0pIOLIMHHOM
IIPOCTPAHCTBE, FEMOPPArusIMU B OPIOLIMHY U CTEHKY KHUIIOK, HEPEIKO UMUTUPYIOIIUMU OCTPBIN
JKUBOT, MEJICHOM, MHOI'1a KPOBOU3JIUSHUSAMU B MO3T.

Jluazno3 yCTaHABIWBAIOT 110 HAIMYUIO IEMOPPArM4ecKOro CHUHAPOMA M XapaKTEPHBIX
HapyLEHUH reMocTas3a - pe3Koro CHM)KEHUSI IPOTPOMOMHOBOIO MHJEKCa M CBEPTHIBAEMOCTH B
00LIMX KOaryJsIMOHHBIX TecTax (ayrokoaryiorpamma, AIITB) npu HOpManbHBIX TPOMOMHOBOM
BpEMEHH, YpOoBHE (pUOpHHOreHa, OTPULATENBHBIX MApaKOAryIsSLUOHHBIX TECTaX, HOPMaJIbHOM
CONCpKAaHUU B KPOBH TPOMOOIMTOB. YUHWTHIBAIOT MPEAIIECTBYIOIINE 3a00JIeBaHUS U
BO3/CHUCTBUS, B TOM YMCJE€ BO3MOKHOCTb OTPABJICHHs KyMapuHamH (JI€KapCTBEHHbIE (DOPMBI,
KPBICUHBIN ST U 1p.).

Jleuenue. Ilpu HacienacTBeHHOM aeduuute (HakTopoB MPOTPOMOMHOBOIO KOMILIEKCA -
3aMecTUTENbHAs Tepanus (CBe:Ke3aMOpOXeHHas ia3Ma, Beeaenue npemnapara [1TICH 8/B). lpu
npuoOpeTeHHbIX (opMax - Takas e Tepanus M BBEIACHHUE BOJOPACTBOPHMBIX IpernapaToB
ButamuHa K (Bukacomna) mo 20- 40 Mr B/B MOBTOPHO A0 KYMUPOBAaHHS KPOBOTOYMBOCTH WU
HOpMaJIM3al1K IPOTPOMOMHOBOTO BPEMEHHU.

JucudpuHoreHeMHMH - HACJEICTBEHHbIE MOJEKYJIApPHbIE aHOManuu (UOPUHOTEHA,
XapaKTepu3yroluecs JIudo 3aMeIJIEHUEM CBEPThIBaHMSI 3TOr0 OeliKa 1MoJ] BIUSIHUEM TPOMOUHA U
TPOMOUHOIIOAO0HBIX (PEPMEHTOB, TUOO HEMPABWIBLHOM €ro MmoauMepHu3anueii, Tmdo n3MEeHeHneM
YYBCTBUTEIBHOCTU K (pubOpuHONMM3UHY (r1a3mMuHy). KpoBoTouMBOCTh (Kak HpaBHIIO, JIETKas
NEeTeXNaTbHO-CUHAYKOBAsI) BBIABISIETCS JIMIIb TP HEKOTOPHIX (opMax, Torja Kak Ipu
0oabpImMHCTBE (DOPM HET YIpO3bl KPOBOTEUEHUH WIIM UMEETCSI HAKIIOHHOCTh K TPOMOO3aM.

Jleuenue B OOJBIIMHCTBE CIlyyaeB HE II0Ka3aHO; MPU OCTPHIX OOCTOATEIHCTBAX
(GonpIIHe omepalyu, MHOKECTBEHHBIE TPOMOO3bI) T1azMadepes ¢ 3aMEeHON TaKuM ke 00BEMOM
CBEXKE3aMOPOKEHHOM MM HAaTUBHOU JOHOpcKoi tua3mel (o 800-1000 M B 1eHb B TeueHue 2-3
JHEl).

I'emopparuyeckne  guare3bl, O00yCJOBJIECHHbIC MNAaTOJOrHeil  TPOMOOLMTOB:
TPOMOOUHMTONECHNH U TPOMOOLMTONIATHH.

Hapywienua mpomooyumapnozo zemocmasa

TpombonuTonaruu (knaccugpukanus 3.C.bapkaran)

A. HacnenctBeHHble W BpOXJIEHHbIE (OpPMbI (ITATOreHETHYECKHUE U (DYHKIIMOHAIBHO-
Moponoruueckue rpymnibl)

b. IlpuoGpereHubie GpopMmsI

Tpombacrenus ['manimana

Cungpom bepnapa-Cyinbe

TpombonuTonenus

TpomOouuTonennyeckasas mnypnypa (uavonaruyeckas, npuoOpereHHas) - cOopHas
rpynmna 3a0ojeBaHul, o0beIuHsAeMas M0 NPUHIMITY €IWHOTO IMaTOreHe3a TPOMOOLUTONECHHH;
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YKOPOYEHHUS KU3HU TPOMOOLIMTOB, BEI3BAHHOTO HAJTMYUEM AHTHTEN K TPOMOOLMTAM WJIM MHBIM
MEXaHM3MOM MX Ju3uca. Pa3muyaroT ayTOMMMYHHYH0O M TaNTEHOBYH) HMMMYHHYIO
TpoMOoIMTONeHNI0. B CBOIO ouepenp ayTOMMMYyHHas TPOMOOLMTOIICHHS MOXET OBbITh Kak
UAMONATUYECKON, IEPBUYHON, TaK M BTOPUYHOM. B mpoucxoxaeHnn ranTeHoBbIX (MMMYHHBIX)
¢dbopM TPOMOOIIUTONICHUHN BEAYyIIEEe 3HAUCHHE UMEIOT MEAMKAMEHTHI U MH(EKIINH.

Knunuka. HapyiieH TpoMOOLMTapHO-COCYAMCTBIN TreMocTa3. XapaKTepHbI CHHSKH U
reMopparui pa3IuvyHON BETUYMHBI U (POPMBI Ha KOKE; KPOBOTEUEHHs M3 HOCA, JECEH, MAaTKH,
WHOIZIa M3 IIOYEK, KEJIYJAOYHO-KHUIIEYHOro TpakTa. KpoBOTEUYEHHS BO3HHMKAIOT CIOHTAHHO;
MOSBIICHUIO CHHSKOB CIIOCOOCTBYIOT ymHObl. CIieHOMeranus OTCYTCTBYET. 3aboseBaHue
OCJIOXKHSIETCS XPOHUYECKOW KeNe30JAePUIIMTHON aHEeMHEH pa3IMuHON TsOKeCTH. TeueHue
3a00J1€BaHNS MOXKET OBITh JIETKUM, CPETHEHN TSIKECTH U TXKENBIM.

Jluazno3 TpoMOOIIUTONIEHUYECKOW MypIyphl MPEANOIaracTcsl NPy HATMYUKA TeMOPpParuu
Ha KOXXE€ B COYETaHMM C HOCOBBIMH M MAaTOYHBIMH KpoBoTedeHusMHU. JlaGoparopHas
JTUArHOCTHKA: TPOMOOIUTOIIEHUSI B aHalM3ax Nepudepudeckoid KpOoBH, YAJIMHEHUE BPEMEHU
KpoBoTeueHus 1o Jlpioky, AiiBu mnm bopxrpeBuHky-Baanepy, mosoxxutenbHble NMpoOBI Ha
JIOMKOCTh KaIIWJUISIPOB, IMOBBIIIEHHOE WM HOPMAJIbHOE COJEPKAHME METrakapuoLUTOB B
KOCTHOM Mo3re. KiimHudecku AuarHo3 ayTOMMMYHHOH TpPOMOOIMTONEHHHM HpPEaIoJiaraloT Ha
OCHOBaHUHU OTCYTCTBUSI CEMEHHOT0 aHAMHe3a U JPYTUX MPU3HAKOB HACIEJCTBEHHOIO aeduunra
TPOMOOIIMTOB, a TAK)KE TIOJIOKHUTEITBHOTO PE3YIbTaTa CTEPOUTHON TEPATTUH.

Jleuenue. KoncepBaTUBHOE JICUCHHUE - Ha3HAUEHHUE MPEAHU30JIOHA B HaYalbHOU fo03e 1
mr/kr/cyr. Tlpu HemoctatounoMm 3¢ dekre m03y yBenuuyuBaloT B 2-4 pasa (Ha 5-7 mgHeid).
[TponomxurensHOCTh JieueHusa 1-4 mecsua B 3aBHCUMOCTH OT 3(ddexTa u ero croiikoctu. O
pe3ysbTatax Tepaluu CBUJCTENBCTBYET MPEKpAIleHUE IeMOpparuud B TEUEHUE NEPBBIX JHEH.
OtcyrcTBue b dekra (HopManu3auy ypoBHs TPOMOOIIMTOB B KPOBH uepe3 6-8 Helemb JeueHus
NPEIHU30JI0HOM) WM €Tr0 KPaTKOBPEMEHHOCTH (OBICTPBIN peruanB TPOMOOIMTOIIEHUH ITOCIE
OTMEHBI CTEPOHMJOB) CIYXHUT IOKa3aHWEM K CIUIGHOKTOMHUHU. AOCONIOTHBIE MOKa3aHUA K
CIUICHOKTOMUU - TSOKEJIBIA  TPOMOOILIMTOIIEHUYECKH TeMOpparMueckuii CHHAPOM, HE
MO//IAIOIIMICS KOHCEPBAaTUBHOM Tepanuu, MOSBICHUE MEJIKUX MHOKECTBEHHBIX T'€MOpparuu Ha
JMIe, S3bIKe, KPOBOTCUCHH, HAUMHAIOIIASACA TeMOpparus B MO3T, a TaKkKe TPOMOOIUTONCHHS
CpenHEel TSDKECTH, HO 4YacTo peuuIuBUpYyIomias M TpeOyrollas MOCTOSHHOTO Ha3HAYeHUS
[JIIOKOKOPTUKOUIOB. Tepanuio HMMMYHHBIX TpPOMOOIIMTONIEHUN XHUMHOTEpaneBTHUYECKUMHU
npenapaTaMu-UMMYHOJICIIPECCAaHTaMK  (a3aTHONPUH, LMKIOo(pochaH, BUHKPUCTHH U Jp.)
M30JIMPOBAHHO WM B KOMIUIEKCE C IPEIHU30JI0OHOM Ha3HAYaIOT TOJIBKO MpHU HEI(PPEeKTUBHOCTU
CTEPOMIHOM TEpalMU U CIUIEHIKTOMHUU B YCIOBUAX CHELUAIN3UPOBAHHOIO CTALlMOHAPA U JIMILIb
M0 XKU3HEHHBIM MOKa3aHUsAM. ['eMocTa3 OCyHIECTBIAIOT MyTEM TaMIOHaJbl (KOTJAa BO3MOXKHO,
MECTHOIO WJIA BHYTPUBEHHOIO MPUMEHEHHS aMHHOKAIPOHOBOM KHCIOTHI, Ha3HAYCHUS
aJpOKCOHA, H3TaM3Wiara (IUIUHOHA) M JAPYTUX CHUMITOMAaTHYECKHX CpeAcTB. MaTtouHble
KPOBOTEUCHHS KYNHPYIOT MPHEMOM aMHUHOKAIIPOHOBON KHUCIOTHI (BHYTph MO 8-12 I B JeHb),
MecTpaHoJia Wik HHPEKYHIMHA.

Ilpozno3 pasnnyed. [Ipn HNMMyHOJIOTHYECKON PEAYKIIMA METAaKapUOLIUTAPHOIO POCTKA, a
Takke Mpu HedIP(EKTUBHOM CIUICHIKTOMUU TMPOTHO3 yXyAwaercs. bonbHble mnoanmexar
o0s3aTeNIbHOM  TUCTaHcepu3aluu. YacToTy TOCelleHUuil Bpada ONpPENensioT — TSKECTh
3a00JIeBaHUS U TPOrpaMMa JIEUeHHs Ha JaHHBIH MOMEHT.

Nnuonarnyeckasi TpoMOOIUTONEHNYECKAs MypIypa, 6oJie3ub Bepabroga

Wnnonaruyeckass TpomOonuToneHndyeckass mypnypa, Oone3ns Bepnsrodpa (UTII) —
3a0oneBanue, KoTtopoe Haubomee yacto (B 40% ciaydyaeB) sBISeTCS  IPUYUHOMN
reMOpPparu4eckoro CHUHAPOMa B TeMaTOJIOTMYEeCKOW mpakTtuke. PacmpoctpanenHocts WTII
cpenu aereit u B3pocbix konednercs ot 1 1o 13% wa 100 000 yenosexk.

Cumnromsr UTII omucan eme ['mmmokpar, HO Toibko B 1735 rogy Werlhof Beimenmn
WTII xak caMOCTOSTENbHYIO HO30JIOTMYECKYIO €IMHUILY U OMHUCAll €€ KaK «00JIe3Hb MATHUCTBIX
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remopparuii» y monoasix skeHmuH. Werlhof Takke ommcan ciydau CHOHTAHHOTO M ITOJHOTO
BBI3IOpOBIIeHUs. A moutu 4vepe3 150 jer ObulO JOKa3aHO, YTO MPUUYMHOW TEeMOpparvii mpu
6one3an Werlhof’a siBiisieTcst yMeHbIIIEHHE KOJTMYECTBA TPOMOOIIUTOB B IIUPKYJISIIH.

WTII — ayroummyHHOE 3a00JI€BaHKE, I KOTOPOTO XapaKTePHbI:

. U30JIMPOBAaHHAsE ~ TPOMOOJIUTHYECKAs  TPOMOOLIUTONEHUS (MeHee
150000/MKIT) IpH OTCYTCTBUH MHBIX OTKJIOHEHHUU MPH MoJcUeTe (POPMEHHBIX 3JIEMEHTOB
U B Ma3Ke KpOBH;

. HOPMaJIbHOE WJIM MOBBIILIEHHOE YHCIIO METAaKapHOLIUTOB B KOCTHOM MO3I€E;

. OTCYTCTBHE Yy MAIMEHTOB KJIMHUYECKUX MPOSBICHUIN ApYrux 3a0o0jaeBaHUN
wid (akToOpoB, CIIOCOOHBIX BbI3BaTh TpomoOomuronenuto (Hampumep, CKB, BUY-
UHQEeKIUs,  JeiKo3,  MHENOAMCIUIA3HM,  a-0-TJI00YJIMHEMHS,  BPOXKICHHBIE U
HACJIE/ICTBEHHBIE TPOMOOIIUTONICHHUH, JICYEHHUE HEKOTOPBIMH IIpErapaTaM).

I'enemuka. WTII — 3aboneBaHue TNPUOOPETECHHOE, TIO3TOMY T'€HETHUECKUX
UCCJIEIOBAaHUM Majo, HO TeHETHYECKH ACTEPMUHUPOBAH NPU ITOM 3a00JEBAaHUM WMMYHHBIN
orBer. [lo mamneiM Hekoropwsix aBtopoB (H. II. IllaGamoB w np.) B pasButmu UTII
ONpENIECTCHHYIO pPOJb HMIPAaeT HACIEICTBEHHAs MPEIpacloyiOKEHHOCTh — IepeaaBaeMasi Io
ayTOCOMHO-IOMHUHAHTHOMY THITY Kaue€CTBEHHAs! HETIOJIHOIIEHHOCTh TPOMOOIIUTOB.

Ilamoczenes. JIns UTII xapaktepHa MOBBILIEHHAS JECTPYKIUS TPOMOOIIMTOB BCIEACTBHE
00pa3oBaHUs aHTHTEN K UX MEMOpaHHBIM aHTUT'CHaM, O0YCIIOBICHHOTO aHOPMAJIbHBIM OTBETOM
Ha aHTUreHbl. HekoTopble uccienoBaHus 0Kas3biBaloT cBsi3b ¢ HLA-cucremoii, geduimrom
1gG-2, anHopMabHBIMHA KOMIIOHEHTaMH KOMITIEMEHTa, 0cobenHo C4.

Knunuxka. XapakTepHO BHE3allHOE IIOSBJIEHUE TE€MOPPArMyeckoro CHUHJIpoOMa IO
MUKPOLHUPKYIATOPHOMY TUIY y peOeHKa, KOTOPBIH B JPYTUX OTHOIICHHUSIX aOCOJIOTHO 37J0POB.
['emopparnueckuii CUHAPOM OOBIYHO MPEJICTABICH KOXHBIMU TeMopparusmMu (MeTeXuH,
Nyprypa, SKXUMO3bI), KPOBOMBIUSHHUSIMH B CIU3UCTBIE OOOJOYKH, KPOBOTEUYCHUSMH W3
CIIM3UCTBIX (HOCOBBIC, JIECHEBbIC, U3 JIYHKH YAAJIIEHHOTO 3y0a, MaTOYHbIE, peXe — MeEJeHa,
rematypusi). [IpoBouupytonme ¢akropsl: OPBU, nerckue undexuuu (BeTpsiHas ocra, KOPb,
KpacHyxa), BakIIMHa1us, nepcucteHius supycos CMV, EBV, napsosupyc B19.

Ocnoscnenun. B cinyyae 3HAUMTEIBHOTO CHUKEHMSI YUCIIa TPOMOOLIMTOB BO3pPacTaeT
pUCK TPOQY3HBIX KPOBOTCUEHHH C pa3BUTHEM TSDKEIOW TMOCTIeMOPpParnuyeckoil aHeMuw,
MPEACTABISIIONIEH yrpo3y s >Ku3HU OosibHOro. OCHOBHasi TpPUYMHA CMEPTH, XOTS U
nocratouHo peakas (Mmenee 1% mpu UTII), BHyTpuuepenHbie KpoBou3MUsHUsI. DaKkTOphl pUCKa
MOCJIEAHETO CIEAYIOUINE: KpalHss CTENeHb BBIPAKEHHOCTH KOXXKHOTO T€MOpPparuyeckoro
CHHJPOMA C JIOKAJNM3alMed MeTeXUd Ha YyIIaX, CIU3UCTOM MOJOCTU pTa, KPOBOM3JIMSIHHUS B
CKJIEPY, KPOBOTEUEHHUS U3 CIM3UCTBIX MPHU KoiauuecTBe TpomoOouuToB MeHee 20 000/Mxi1; pe3koe
0ecTOKONCTBO U IJ1au peOeHKa.

Knaccugpukayua. Ilo TedyeHUIO BBIIENAIOT OCTpble (MpOAOJDKAIOIIMECS MeHee 6
MecsieB) u xpoanueckue popmel UTII. Tlocnennue moapa3aensroTcss Ha BApUAHTHI:

. C PEIKMMU PELANBAMU;
. C 4aCTBIMU PELUAUBAMU;
. HEIPEPBIBHO PELUAUBUPYIOIIEE TEUEHUE.

[To mepuomy Oone3HW BBIACISAIOT OOOCTpeHHE (KpH3), KIMHUYECKYI0 PEMHUCCHIO
(oTcyTCTBHE KaKUX-THOO TMPOSBICHUA TeMOPPAaruyeckoro CHUHApPOMA IPH COXpaHSIOIIENHCs
TPOMOOLIMTONEHUH) U KIMHUKO-TE€MATOJIOIMUECKYI0 PEMUCCHUIO.

Teuenue 3aboneBanus. Y OonbimmHcTBa Aereit (80-90%) nabmromaercst octpas gopma
UTII co cnoHTaHHBIM BBI3JOPOBIEHUEM B pe3ynbTare Tepanuu wid 0e3 Hee. Bri3gopoBneHue
HACTYIaeT, KaK MpaBWJIO, B T€UCHHE 6 MeECsIeB, MOCKOJIbKY aHTHUTPOMOOIMTApHBIE aHTHUTENA
MOTYT HUPKYJIUPOBATh B KPOBU /10 3-6 MecsueB. Y AeTel paHHEro Bo3pacTa yalle BCTpeuaeTcs
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octpas ¢opma UTII, y nereit crapiie 10 ner, kak npasuio, xponnyeckass UTIL, a y nereii no 1
roga — ToOJbko ocTpas; xponudeckas WTII B rpynHoMm Bo3pacte — MPOSIBIECHUE APYTroro
3a0oneBanud. [lomHOe BBI3AOpOBIEHHE OOJee BEPOSATHO Y JETEH C MpEAIIeCTBYIOIIEH SpPKOU
KJIMHUKON BUPYCHON MHGEKIHUU U BHE3AIHBIM Pa3BUTHEM Ha 3TOM (OHE TPOMOOLUTONECHUH; Y
OOJNBIIMHCTBA JIETEH MpU3HAKW 3a00JEeBaHUSI MCYe3al0T B TeueHue 1-2 MecsieB. Ecnam ke B
opranu3sMe OOJBHOIO B TEUEHHE KakKoro-mubo BpPEeMEHHM OTMedajach CKJIOHHOCTh K
MOBBIIIEHHOMY O0OPa30BaHUIO 3KXHMO30B, TO PEMHUCCHs B TEUCHHE 3 MECSIEB OTMEYAeTCs He
6onee ueM y 19% Oonbubix. Jletanpubiii ucxon npu UTIL y nerelt kpaiine penok U CBsi3aH
UCKJIIOYUTENIBHO C BHYTPUYEPEITHBIM KPOBOU3IUSHUEM.

Jugpghepenyuanvusvlit ouaznos TPoOBOIUTCSA CO CIEAYIONUMU 3a00JICBAaHUSMHU: JICHKO3,
arulacTU4ecKas aHeMusl, FTeMOJIMTUKO-YPEMUUECKUIM CUHAPOM, cuHApoM Buckorra — Onapuua,
anemuss Pankonu, TAR-cunapoMm, TpomOoTHUeckas TpombOouuToneHudeckas myprypa, CKB,
cuaapom Kazabaxa — Meppura, aHomanuun Mos-Xerrnuna, bepnapa — Cynbe, cuHApOM
®dumepa, muenoguciiacTuaeckuii cuaapom, BUYU-undexnus, BupycHbie nHdpexuuu (CMV,
EBV, napsosupyc B19).

Juacnocmuueckue mecmol. HayuyHo 0OOCHOBAaHHBIX JaHHBIX O TOYHOCTH U
JIOCTOBEPHOCTH JTMATHOCTUYECKUX TecTOB, npuMmeHsemelx npu WUTII, mano. Kak npasuno, as
MOCTAaHOBKM OKOHYATEJIILHOTO JMarHo3a HeoOXOIWMO MOATBEPAUTH HAJIMYHUE H30JIMPOBAHHOMN
TPOMOOIIMTONICHUH W HWCKIIOYHUTH JIPYTMe BO3MOXKHBIE €€ TPUYMHBI, AHAIM3HPYs JaHHBIC
aHamMHe3a, OOBEKTUBHOTO OOCIEIOBAaHUS, PE3yJbTaThl KIMHUYECKOTO aHain3a KPOBH M Ma3Ka
nepudeprudeckoil KpoBU. J[aHHBIX O MPOTHOCTUYECKOW 3HAYUMOCTH WiH 3((HEKTHBHOCTH
JOTIONTHUTEIIBHBIX ~ METOJIOB  HCCIIeOBaHMs  (Hampumep, BbIsiBicHHEe  aHTu-/IHK,
AQHTUKApAMOIMIIMHOBBIX M  aHTHTPOMOOIMTApHBIX aHTUTEeN, mpoba Kymbca, ypoBHUH
UMMYHOTTIOOYJIMHOB, OMpeeNieHue Yuciia TPOMOOLMTOB Yy POAMUTENEH) B TUMUYHBIX CIydasx
UTII ner.

B muenorpamme npu UTII u3mMeHeHuid He OTMEUAETCs, BBISABIAECTCS HOPMAJIbHOE WIIU
MOBBIIIIEHHOE KOJHMYECTBO METaKapUOLUTOB, YTO JOKA3bIBACT TPOMOOIUTHUYECKHHA XapakTep
TpoMOouuTONeHNH. B CBSI3UM ¢ 3TUM HcciaeloBaHWE KOCTHOIO MO3ra HEOOXOAMMO MPOBOAUTH
TOrJa, KOTJJa €CTh CUMIITOMBI, YKa3bIBAIOIINE Ha BO3MOXKHOCTD JIPYroro JMarHosa: noreps Beca,
007N B KOCTAX, renaTociuieHoMeranus, TuMdoaaeHonaTus, XpoHH4YecKoe TeueHue OoJIe3HH B
COYETaHWH C aHEMHEH, JTJEUKOTIEHNEN WU JIEHKOLIMTO30M. AcCupanus KOCTHOIO MO3Tra SABJISETCA
00s13aTeNIbHON JUTsl TeX OOJIbHBIX, KOTOPBIM MOKa3zaHa Tepanus riarokokoptukoungaamu (I'K). Ecnu
pebeHKY C OCTPBIM JICHKO30M OB MOCTaBIIEH OMMUOOYHBINA Auarno3 u Tepanus ['K mpoBoautcs
KaKk MOHOTepamnus, TO 3TO MOXET HeOJarompusATHO CKa3aThCs Ha mporHose. Bo Bpems
IPOBEJCHUS CTEPHAIbHOM NYHKIMM HY)KHO IIOCTapaTbCcs YCIOKOUTh peOeHKa, Tak Kak
TEOPETUYECKH  TIOBBIIIEHUE  MHTPAKPAaHUAJIBHOTO  JIaBIEHUS  MOXET  CIPOBOLIUPOBATH
BHYTPUYEPENTHOE KPOBOM3IMSHHUE. ITO JIOCTMraeTcsl IyTeM Ha3HAueHHs CEJaTUBHBIX
IpenapaToB Iepej Npoleaypoil, ObICTpON TEXHUKOW acmupalii, OCOOEHHO Y BO30YIUMBIX
JeTeH; B IpYrUX CIIy4asx BOMPOC peIIaeTcss MHAUBUAYAIbHO.

IlockonbKy BHpyCHl BETpsSIHOM ocmbl, KopH, kKpacHyxu, CMV, EBV, napsosupyc B19
moryT BbI3BaThb WTII, MOMKHO NMPOBOAUTHCS TECTUPOBAHME HAa ATH HMH(OEKIMH, OCOOEHHO B
cinyyae xponnyeckon UTIIL

Jeuenue ocmpoii HTII. Bce Oonbable WTII ¢ m00biMH  [IPOSIBICHUSMU
reMoOpparu4eckoro CHHApoOMa JI0JIKHBI ObITh TOCIUTAIM3UPOBaHbL. M B MepByIo ouepeb HYKHO
PEIINTh BONPOC: JIEYUTh WU HE JIeUuTh 00ibHOro? Y Bcex OONBHBIX LENbI0 Tepanuu HW/Win
HaOJr0IeHus ABJsIETCs MPO(PUIAKTUKA CEPbE3HBIX (TSHKENbIX) KPOBOTEUEHUH (BHYTPUUYEPEITHOTO
KPOBOUBJIMSHUS UM KPOBOTEUEHUS U3 CIU3UCTHIX C Pa3BUTUEM TSHKENION MOCTreMopparuyecKoi
aHEeMHH), YIPOKAIOIIMX KU3HU OOJIBHOTO, B T€UEHUE Neproaa TpomOouurtonenun. Eciau moboe
U3 3TUX OCJIOKHEHUH MPHUCYTCTBYET, TO Tepamus MoKa3aHa HEMEJIEHHO, BHE 3aBUCUMOCTH OT
KosimyectBa TpoMOouuToB. [IpM OTCYTCTBMM TakKMX OCJOXXHEHUH Bpay-reMaTosior JOJKEH
pelaTh 3TOT BOIPOC, Mojarasch Ha 3/paBblii cMbIc. Tak Kak y JAeTeil yalie BCTpedaeTcs ocTpas
WTII 1 BO3MOXHO CIIOHTAaHHOE BBI3JI0POBJIEHUE, IIPH OTCYTCTBUU KPOBOTEUECHUH 11e7IeCO00pa3HO
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npocto HalroAaTh 32 00JIbHBIM. ECiaM KOXKHBI reMOpparduecKuii CHHIPOM He HapacTaeT, TO
tepanus ['K He mokazana. Kak mpaBuiio, B TakOW CUTyallud reMOpparuy Ha KO>K€ MCYEe3aroT B
teueHue 7-10 AHe#, KOJIMYECTBO TPOMOOIMTOB HOPMAIIU3YETCS MO3KE, UHAUBUAYAIBHO Y
KaXA0ro 0071bHOT0. JITMTENIbHOCTh TPOMOOIIMTONICHUH OMPE/ENIAeTCS BPEMEHEM ITUPKYJISIUHU B
KPOBHU aHTUTPOMOOITUTAPHBIX aHTUTEI — OT 3-6 Hexenb 10 3-6 mecsieB. TpomOomuTOoneHUs
IIPU OTCYTCTBHM T'€MOPpPArnyecKoro CUHIapoMa jedeHus He TpeOyet. [Ipu HapacTaHUU KOKHOTO
reMOppParu4eckoro CHHApPOMA B MPOIECCe HAOMIOACHHS 32 OONBHBIM W/WIH TPHUCOSAMHCHUU
KpoBOTeUeHHsI TTokazaHa uMmyHocymnpeccuBHas tepanus ['K. 'K (mpenHn3onon) kak HadaabHas
Tepanus Ha3HAYaeTCsA B CPEIHEH CyTouHOoM 103e 60 MI/M2 (YTO COOTBETCTBYET 2 MI/KT B CYTKHM)
Ha 3 memenu mo 3 pasa B genb (600, 1000, 1400) ¢ ygerom cyrouHoro Ouoputma — 2/3
cyrounoit no3bl 'K narorcs B yrpeHHue yacel. TpexHenenbHbil cpok Tepanuu 'K B mosHon
J103€ OMpeeNsieTcs NepruooM Ioypacnaa aHTUTPOMOOIIUTAPHBIX aHTUTEN, KOTOPBIA U paBeH
3 HexensaM.

[Ipy noCTHKEHHMH TOJHOM KJIMHUKO-Ta00paTOPHON peMUCCUU J03a MPEAHHU30JI0HA
yMmeHnbiiaercs no 5-10 mr B 3 st 10 OAHOHM oTMeHbI. CHI)KEHUE KOJTUYECTBA TPOMOOLIMTOB HA
done ymenbiieHus no3pl ['K He siBIsieTcs mokazaHueM K BO3Bpary MpexHel A03bl. B ciydae
JIOCTUKEHUST TOJIBKO KIMHUYECKOM pemuccud npopoipkenue tepanuu ['K B mpexHei no3e 1o
HOpMaJIM3aI[MM KOJIMYECTBAa TPOMOOIMTOB HeleaecooOpa3Ho, TaK KaK MPOJIOHTHPOBAHHOE
nedenue 'K momamisier mpoAyKLHIO TPOMOOLMTOB U CHOCOOCTBYET PA3BUTHIO OCIOXKHEHHM.
HeoOxonumo HauaTh cHukeHue 103bl 'K, HO Ha mpeprIBUCTOM Kypce — 5 MT uepe3 JIeHb 10
IIOJIHOW OTMEHBI.

[Ipu Hanuyuu y 601HHOTO Cephe3HBIX KPOBOTEUEHMI HauanbHas 103a ['K moxer ObITh 3-
5 MI/KT B CyTKH Ha 3-5 JHEH 10 KyMUPOBAHKS TEMOPPArHYECKOTO CHHIPOMA C TIEPEXO0JIOM 3aTEM
HA J03y 2 MI/KIT B CYTKUA. AJBTEpHATUBHBIM IIyTEM MOXET OBbITh MYJIbC-Tepanus:
METWIPETHU30JI0H 30 MI/KT B CYTKM B T€UeHHUE TpexX AHEH (Bpems mHOy3uu — HEe MeHee 20
MUHYT) A0 KYNUPOBaHUS T'€MOPPAarMuecKoro CHUHIPOMA M TMOBBIIIEHHUS TPOMOOIIMTOB 0O
6e3omacuoro ypoas (6osee 20 000). ITymbc-Ttepanust u 'K B go3e 3-5 MI/KT B CYyTKH MOTYT
OBITH KCIIOJI30BAHbI NPU PEIUANBE TPOMOOIIMTONEHUN U TE€MOPPArHuecKOro CHHApPOMaA MOcie
3aBepIIeHMs HadainbHOro Kypca I'K.

HavanpHoil wim ajabTepHATUBHOM Tepanueld MOKeT ObITh BBEIEHHWE BHYTPHUBEHHOIO
ummyHornoOynuHa (IgG B/B). DTo Hamboznee BaxkHoe noctxkeHue B jedenun UWTII 3a
nocienHee aecsatuinerre. OcHOBHOM MexaHusM JneiictBus IgG B/B — oOparumas Giokana Fe-
peuenTopoB Ha MakpodaraiabHbIX Kie€TKax. B pe3yiapTaTe yMeEHbIIA€TCS OICOHM3AIMs
TPOMOOIIMTOB M TakUM OOpa3oM IpeNoTBpallaeTcs HMX pa3pylIeHHe B KPOBSIHOM pYyCIeE.
Hcnonb3yemsbie npemnapatsl: oktaram, nearariodus. [{o3a IgG B/B — 0,4 1/KT B CyTKH B TeUeHUE
5 nueit. IgG B/B cmocobeH oueHb ObIcTpo, depe3 24-48 wyacoB, MOBBIMIATH KOJIMYECTBO
TpoMOouuTOB y OonbinHCTBa O0nbHBIX UTII no ypoBHs 6onee 100000. PangoMusupoBaHHbIE
UCCIIeIOBaHMs TOKa3anu, 4to Kypcel Tepanuu IgG B/B m 'K paroT mpuMepHO OJMHAKOBBIN
abdext. [IpeumymectBa IgG B/B — OTCYTCTBHE TOKCHYHOCTH, BBICOKAsI 3((HEKTUBHOCTH, HE
nepenaercst BUY; nenocratku — qnrtenbHas MHQY3Us (HECKOJIBKO YacOB), BBICOKAs CTOUMOCTh
(xypc — ot 3000 mo 5000 momn.). Uudysus IgG B/B HE HpOBOAUTCS TMPU KOJUYECTBE
TpoM6bouuToB 601ee 30 000.

Jlig nedeHusi KpOBOTEUEHUM, YTPOXKAIOLIUX >KU3HM OOJBHOIO, B Ka4eCTBE HayalbHOMU
TEpaNHuU UCIOJIB3YIOTCA:

. I'K B BBICOKHX /103aX WM IYJIbC-TEPAIHS;

. IgG B/B;

. couetanue ['K u IgG B/B;

. 9KCTPEHHAs CIUIEHIKTOMMSI (10 BUTAJIBHBIM IIOKAa3aHMSIM, MPEXKIE BCETO

[IPU BHYTPUUYEPETTHOM KPOBOUZTUSHUM).
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Tpancdysuu TpomOGoMacchl He OKa3aHbl U3-32 CEHCUOMIM3AIUU U PE3KOTO MOBBIIICHUS
00pa3zoBaHusl aHTUTPOOOIIMTAPHBIX AHTHUTEIL.
Taxke B mepuox TPOMOOIMTONEHUH C TPOSIBICHUSMH TeMOPPAarndeckoro CHHIpoMa
PE3KO OTpaHWYMBACTCS JABUTATENBHBIN pekuM. [IpoBOIUTCS cCHMITOMAaTHYECKAsT Teparus:

. AHTHONPOTEKTOPHI — JUIIMHOH pEr 0S, B/B;

. UHTUOUTOPHI PuOpHUHOIN3a — aMHHOKanpoHoBas kucinota 0,2-0,5 r/kr B
CYTKH per 0S, B/B;

. MECTHBIE CLIOCOOBI OCTAHOBKH KPOBOTEUEHHIA.

Pexomenganmu no HauanbHOMY JieueHuto 6onbHbIx UTIT npeacraBiens: B Tabuiie.

Tabnuya. Hauanvnoe neuenue uouonamuieckou mpomMOOYUmoneHuyecKkol mnypnypl
(pexomenoayuu Amepuxanckoeo oowecmea cemamono2os, 1997 2.)

HCJI0 TPOMOOIIUTOB

Ouenka Mmeroaa

CreneHn
U KIMHHYEeCKHe
LlesiecooOpa3Ho [esecoodpa3zHOCTH Henenecoodpa3zHo
MpPosiBJIeHUSI
TOYHO He onpejeeHa
Yucsio TpombounToB MeHnee 10 Thic./MKJI.
beccumnroMHoe HaOmronenue
'K [g G B/B, TOCIUTANIU3ALIHS A i
TEeUCHHUE CIUIEHYKTOMUS
Ca0o BeIpakeHHas HaOmronenne
P 'K [g G B/B, TOCIUTANIN3ALIHS A i
myprypa CIUIEHYKTOMUS
KpoBoTeuenue u3 'K, lo G B/n HaGmonenue,
CIIN3UCTBIX COCIUTATN3ALUS & CIUIEHYKTOMUS
Tsxennoe lgGs/B, 'K
g T CIUIEHAKTOMUS HaOmronenne
KPOBOTCUYCHHE COCIUTAIN3ALUS
Yucao tpomoouuToB ot 10 10 20 THIC./MKJI.
beccumnroMHoe HaOmronenue
'K ["ocniutanuzanus, IgG B/B A i
TeUeHUe CIUIEHAKTOMUS
Cnabo BBRIpaKeHHas HaOmronenne
P 'K ["ociuranuzanus, [gG B/B A i
myprypa CIUIEHAKTOMUS
KpoBoTeuenue m['K, 19G B/s HaOmronenue,
CIIN3UCTBIX COCIUTATN3ALUS CIUIEHAPKTOMUS
Tsoxenoe 1eG B/B I'K
g ’ ’ICIIJIEHOKTOMHUS HaOmronenne
KPOBOTCUCHHE TOCITMTAIN3ALIHs
Yucso TpomoouuToB o1 20 10 30 ThIC./MKJI.
HaOmronenue,
lbeccuMIITOMHOE
'K, IgG B/B CILIICHAKTOMHMS,
TeUECHUE
TOCIIMTAIN3AIIH
HaGmronenue,
Crnabo BBIpaXCHHAs
'K 1gG B/B CIUIEHIKTOMMUS,
mypiypa
TOCHUTAIA3ALUS
KpoBoTeuenune 3 HaOmronenne
P ['K ["ocniutanuzanus, [gG B/B A ’
CIN3UCTBIX CIUIEHOKTOMUS
Tsoxenoe 1gG B/B I'K
g ’ ’ICILUIEHDKTOMUS HaOronenne
KPOBOTCUCHHE TOCIIMTAIA3AIIH
Yucsao tpomoounToB ot 30 10 50 THIC./MKIJI.
Ha6monenue, IgG  B/B,
beccuMIIToMHOE
'K CILIICHAKTOMHMS,
TeUeHUE

rOCITMTaJIU3al A
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Habmonenue, IgG B/B
Crnabo BbIpaXCHHas A 18 ’
'K CILIICHAKTOMMS,
[Typiypa
COCIIATAIA3AIIHS
KpoBoTeueHue u3 HaOmonenue
P 'K ["ocriuranuzanus, [gGe/B 5 i
CIIU3UCTBIX CILJICHYKTOMUS
Tsoxenoe 'K, IgG  B/B, HaGmronenue,
KPOBOTEUYCHHE COCIIUTATIN3 IS CILJICHYKTOMUS
Yucsao tpomoounTos ot S50 10 100 THIC./MKJI.
beccumnToMHOe [gG B/B, CIUICHIKTOMHUSI,
HaOronenue
TCUCHHUE 'K, rociuranu3amnus
Cnabo BBIPKEHHAs] [gG B/B, CIUICHIKTOMHUSI,
HaOronenue
myprypa 'K, rocniuranu3anus
KpoBoTeueHue u3 HaOmronenue I'K
p A ’ ICronenskromus, IgG B/B
CIIU3UCTBIX COCIIATAIA3AIIHS

[Ipenckaszate octpoe unm xponuueckoe TtedeHue WTII nHeBo3moxxkHO. HO MoOxkHO
BBIICTIUTH (PAKTOPBI, CIOCOOCTBYIOIINE XPOHU3ALIUHU TTPOLecca:

. HeanekBaTHas Tepanusi [’ K — HauanbHas 1o3a MeHee 2 MI/KT B CYTKH,
nuTenbHOCTh Kypca 'K B moniHO#M 103€e MeHee 3 Hefenb;

. nepenuBaHue TpPOMOOMACCHI;

. BUpYCHasl IEPCUCTEHLUS;

. XPOHUYECKHE O4ard HHPEKIUH;

. myOepTaTHBIN MEPUOLT;

. COLIMAJIbHO-OBITOBBIE (DAKTOPBI, OMPEIEINAIONINE IMOLMOHAIBHBIN CcTaTyC
00JBHOTO.

Jucnancepnoe naonwoenue npu octpod UTII mpoBoautces B Teuenue S5 ner. OTBOI OT
NPUBUBOK TaK)Xe€ B TEUECHHUE ISATU JIET, NMPOTUBONOKA3aHbl MPUBUBKH KUBBIMH BHUPYCHBIMU
BakMHaMu. He pekomenayercs cMeHa kiuMmaTa B TeueHue 3-5 net. He cnenyer ucnonb3oBarh
acnupuH, HUTpodypansl, YBYU, V®O. IIportuBonokazana uHcomsanus. CreayeT MpOBOAUTH
CaHaIlMI0 XPOHUYECKUX 04aroB MH(ekun, npounaktuky OPBU.

Jleuenue xponuueckoii UTII. [InurensHocts UTII 6onee 6 MecsleB CBUIETEIbCTBYET O
XpoHnueckor ¢Gopme 3abonieBaHMs, XOTSI HE WCKIIOYEHA BEPOSTHOCTh CIIOHTAHHOTO
BBI3JIOPOBJICHUS JaK€ YE€PE3 HECKOJIBKO JIET, TAKXKE peajlbHa BO3MOXHOCTb HOBOI'O yXYyILICHUS
(kpu3a) UM HenmpephIBHO penuanBupyomero reueHus. [pu xpounueckoit UTII tepanus taxxke
IOPOBOJUTCS C LIEJIbI0 YMEHBIIEHUS PUCKAa CEPbE3HbIX KpoBoTeueHWil. Umciao TpoMOOIMTOB
MOJKET HE KOPPETUPOBATh C PUCKOM KPOBOTEUEHUN. Y BCEX OOJBHBIX JOJKHBI OBITH HCKITIOYEHBI
acnMpUH M Jpyrue aHTHarperaHTbl W/WIM aHTUKoaryiasHTel. He cnenyer penaTh
BHYTPUMBIIICYHbIE HHBEKUMHU. VICKIIOUaroTCs BakUMHAIMKM M aJUlepreHbl (B TOM 4HCIe
MUIIEBbIE), TAK KAK OHU MOTYT YBEJIMYUTh CTEIEHb TPOMOOIMTONIEHNH. PEOEHKY ¢ BbIpa)KEeHHBIM
reMopparu4eckiuM CHHJPOMOM H/WiK KoJauuecTBoM TpoMmbouuToB MeHee 50000 cienyeTr pe3ko
OTPaHUYUTh JBUTATEIbHBIA PEXUM, UTPbl Ha yiauue. Jlaxke Mpu MUHUMAJIbHON BBIPaXKEHHOCTHU
reMOpparu4eckoro CUHapoma M KomuuyectBe TpomboruToB menee 100 000 3aHATHS criopTOM
HY)KHO TPEKpaTUThb, YTOOBI MPeayNpeauTh BO3MOXKHOCTh TpaBMbl. [lnaBaHue B 3TOM cMbICiE
6onee OezomacHo. Ilpu coxpaHeHUM TPOMOOLMTONEHHH, HO OTCYTCTBHMM TIe€MOPpParudeckoro
CHUH/IpOMa JIeueHHe He TpeOyeTcs, eciu ABUTaTeIbHbIA peXUM orpaHnyeH. Eciau peObeHok BeaeT
JIOCTAaTOYHO aKTUBHBIA 00pa3 *KHU3HH, HEOOXOJMMa CUMITOMAaTHUYECKasl Tepanus: depeoBaHue
KypcoB (putoTepanuu (KpanuBa, ThICSYEIMCTHUK, ITUTTIOBHUK, ACTYIIbsI CYMKa, apHUKA U JIp.) C
aHruonporexkropamu (quuuHoH — 1 ap. x 3 p., maraym C 0,25-0,5 x 1p., Tpaymens 1T. x 3 p.).
CumnromaTnueckas Tepamnusi MOCTOSIHHO IPOBOAMTCA IPHU HEMPEPHIBHO PELUTUBUPYIOLIEM
TeueHuu xponunyeckon UTIL
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IIpu obocTpeHHH, TO €CTh PE3KOM YCHJICHHH KOXKHOTO TeéMOPpParnyeckoro CHHAPOMA,
KPOBOTEUCHMSIX U3 CIU3UCTBIX, C II€JIbI0 KYIMPOBAHUS T€MOPPArMuecKOro CHHAPOMa IOKa3aHa

tepanusi ['K KOpoTkMM KypcoM — MpenHU30JI0H 2-3 MI/KI B CyTKH B TeUeHHE 5-7 IHEH c
IOJHOM OTMeHOM 3a 1-3 1JHA B COYETAaHMM C QAHTMONPOTEKTOpaMM M HMHIHOMTOpamu
¢ubpunoNIM3a.

[Ipu HenmpepblBHO peuuauBUpyromeM TedyeHun XpoHudeckol WTII wunm  gacThix
00OCTPEHHUAX C KPOBOTEUECHUSMH M3 CIM3UCTBIX HEOOXOJUMO PEIIUTh BOIPOC O IJIAHOBOU
cruienskromuu. [Ipu atom kimHUKO-nabopaTopHas pemuccus pocruraetrcs y 70-90% OonbHbIX.
OcHOBHasi Macca aHTUTPOMOOIIUTAPHBIX AHTUTEN CHHTE3UPYETCS B CEJIE3CHKE, MOCIe yaaIeHUs
KOTOPOW TUTP aHTHUTEJN 3HAYUTEJIbHO yMEHbIIAETCS U He onpenensercs. CIUIEHIKTOMUSI — 3TO
OonbIiIas omnepanusi, pUCK IOCTCIUIEHIKTOMHYECKOIO CEICHCa IPEBBIIIAET PUCK CEPHE3HOTO
KpoBoTeueHHs. [103TOMY CIUIEHIKTOMUS J10JKHA IPOBOJUTHCA HE paHee ueM depe3 12 mecsien
1ocJie YCTaHOBJIEHUS JuarHosa. [IpuHATHIN BO3pacT uisl CIUIEH3KTOMUU — IISITh JIET U CTaplle,
YTO CBSI3aHO C CO3PEBAHMEM MMMYHHOU CHUCTEMBI K 3TOMY BO3pacTy. [loka3aHus MU K TUIaHOBOM
CIUICHOKTOMHUH SBIISIOTCS: YacThle OOOCTPEHHMsS C KPOBOTCUCHHSIMH U3 CIM3HCTHIX TIPU
konudectBe TpoMOomuToB MeHee 30 000. IIpu HexynupyromeMcs KPOBOTCUCHHHM WA YTPO3e
kpoBom3msHus B LIHC 1ienecooOpasHa CIUIEHAIKTOMUS IO BUTAIBHBIM MOKa3aHUsIM. Bo Bpems
omepanuu JOJDKHBI ObITh YAalleHbl Bce J100aBOYHBIC CEJIE3CHKH, B IPOTUBHOM CIy4yae
TpomOonuTonienuss Oyner coxpanatbes. Ecim cumnrombr UTII He wmcyesaroT W mocie
CIUICHPKTOMUH, TO IpU aKTHUBHOM KPOBOTEYEHHMU U KonuuecTBe TpomborutoB menee 30 000
MoryT ucnonb3oBaThest [ 'K koporkum kypcom, IgG B/B.

[Ipu HempepwsiBHO peuuauBupytomieM TedeHun xponuudeckoit WTII mo w/mnm mocne
CIUICHPKTOMHUHU B HaCTOsIILee BpeMs OOCYKJIAeTcCsi HMCIIOIb30BAaHHE MOAYJISITOPOB MMMYHHOI'O
orBeTa (0COOEHHO y YacTo OoJerommx JeTeil) — mpemapaToB HHTEephepoHa (MHTPOH A,
neiikuHpepoH, g-uHTepdepon). OmHAKO IOCTOBEpHBIC JaHHbIE 00 A((HEKTHBHOCTH TaKOU
Tepanmuu WIM JO0Ka3aTelbCTBA, Ha OCHOBE KOTOPBIX MOXHO Obul0 OBl  pa3paborarh
PEKOMEH/IALUY, CETrOJHA OTCYTCTBYIOT. ONUCaHbl UINTENbHBIE PEMUCCHUHU IOCJIE TEparuu
a3aTUONPUHOM, BUHKPUCTUHOM, JaHa30ioM. Heo0Xoaumo MoAuepKHYTh — JIEYEHHUE CIIEAyeT
npoBouTh uHAUBUAYanbHO! [lpu coxpanenun WTII mocne cruieHSKTOMHH HEOOXOIMMO
UCKITIOYUTh ayTOUMMYHHbIE 3a00J1eBaHMsI, UMMYHOIE(UIIMTHOE COCTOSTHUE, CHHAPOM DBaHCa U

Ap.

CiiieHOreHHble  TPOMOOLUMTONEHHM -  TPOMOOIMTONEHUH,  OOYCIIOBJICHHbBIE
CIUIEHOMETAJINEN U TMIEPCIUIEHU3MOM.

Ilamozenes. CrieHoMeranuu ar000ro reHe3a MOTYT COINPOBOXAATHCS IOBBIIIEHHOU
CEeKBecTpalMel 1 IeCTpyKIueid TpOMOOILIUTOB.

/Jluazno3 ocHOBaH Ha OOHapYKEHUU TPOMOOLIUTOIIEHUM IIPH YBEJIWYEHHOM Celle3eHKa U
HOPMAaJIbHOM (MJIM JJa)K€ PEaKTUBHO YBEIMUEHHOM) YHCIIE METaKapuOLIUTOB B KOCTHOM MO3T€.

Jleuenue IaTOT€HETUYECKOE - CINIEHIKTOMMUSL.

Cumnromaruyeckue TPOMOOLUMTONEHHNH, 00yCIIOBJIEHHBIE HapyIICHUEM,
TPOMOOIIMTOOOPa30BaHMs, BCTPEUAIOTCSl IMPH HEOIUIACTUYECKUX, AallJIJaCTUYECKMX M APYrHX
3a00JIEBaHUAX KOCTHOIO Mo3ra (OCTpble M XPOHUYECKHE JEMKO3bl, arula3ul KPOBETBOPEHHUS
pa3IMYHOrO TeHe3a, MHuenopulpo3, OCTEOMHAINOCKIEPO3, MHETOKapIMHOMATO3, OO0JIe3Hb
[TemxeTa 1 HEKOTOpBIE Ipyrre 3a00I€BaHUS KOCTEH).

Juaznoz craBAT TpU  BBIABICHUM 3a00JIeBaHMS  KPOBETBOPHOM  CHCTEMBI C
TPOMOOLIUTONIEHHEW, HApYIIEHMH MErakapHoLUuTO- U TPOMOOIMTOOOpa3oBaHUS MO JaHHBIM
MOP(OJIOTHUECKOTO UCCIIEA0BAHHSI KOCTHOT'O MO3Ta.

Jleuenue HaripaBiIeHO Ha OCHOBHOE 3a00JIeBaHHeE.

TpomOouuTonaTnu - 3a00JIeBaHMs, B OCHOBE KOTOPBIX JISKHUT BPOKJIEHHAs (YaIle BCEro
HACJICJICTBEHHAs) WM MPUOOpPETeHHas KadeCTBEHHAas HEMOJIHOIEHHOCTh TpomboruToB. [lpu
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pszne TpoMOOIMTONAaTUi BO3MOXKHA HEMOCTOSHHAs BTOpPUYHAs TPOMOOLUTOINEHHUsS (OOBIYHO
yMepeHHas1), OOYyCIOBJIEHHAass YKOPOYEHHEM MpPOJIODKUTEIBHOCTH JKU3HH  JIePEKTHBIX
TPOMOOIIMTOB.

TpombacTtenusi  (6one3snb I'1aHuMaHHA) - HACIEACTBEHHOE  3a0oJeBaHUE,
nepeJaBaeMoe MO0  ayTOCOMHO-JIOMHUHAHTHOMYWUIIM  HEMOJHOMY  PELIECCHBHOMY  THIY,
nopaskaroliee JIMi 000ero moia.

Ilamoczenes. llepBuunblii aedekt koutareH- u  AJ[O-MHAYIUPOBAHHON arperamnuu
TPOMOOIIMTOB MpPHU COXPAHEHUH PEAKIHUU OCBOOOXKIEHUS U3 TPOMOOIMTOB IJIACTUHOYHBIX
KOMITOHEHTOB: cepotonuHa, AJ1®, pakropos Il u IV u ap. npu Bo3nelcTBUM KOJJIAar€HOM.

Ju3arperanoHHble TPOMOONUTONATHH - HApylIEHUE OJHOM WM HECKOJIbKUX
arperaloHHBIX (YHKIHMHA MJIACTHHOK. B Trpymmy BKIOYalOT GOPMBI ¢ HAPYIICHHEM PEaKITUU
OCBOOOKJICHHS] TPOMOOLIUTAPHBIX (DAaKTOPOB U O€3 HEero, a TakKe ¢ HapyIICHUEM HAKOIUICHUS B
stux knetkax AT®, AJI® u cepoToHuHa.

Ilamoczenes. HacnenctBeHHO 0OYCIOBICHHOE WM MPUOOPETEHHOE CHM)KEHUE BCEX WIIH
OTJAENBbHBIX  aJre3MBHOATPETAIIMOHHBIX CBOMCTB. (CBOMCTBOM MPOBOLIMPOBATH  CKPBITYIO
TUCOYHKIMIO TJIACTUHOK WM BBI3BIBaTh €€ 00JIagaeT psAl JIEKapCTBEHHBIX IpPENnapaToB:
AleTHIICATHIIMIIOBAS KUCIIOTa, OyTaauoH ((heHnn0yTa3oH), HHIOMETAMH (METHH/ION) U JIp.

Ba3zonaruu
I'emoppazuueckue ouameswl, 00ycn06j1€HHbIE RAMOI02UEIH COCYOO08.

HacaencrBenHass TejieaHTMIKTa3us (TreMopparuyecKkMii aHruoMaros, 00JIe3Hb
Ocuiepa-Panaio) - HaciencTBeHHOE 3a001€BaHKe, MIepelaBaeMOoe 10 ayTOCOMHO-IOMUHAHTHOMY
Tuny. XapakTepu3yeTcss UCTOHYEHUEM U HEJOCTATOUHBIM PAa3BUTHUEM Ha OTAEJBHBIX Y4acTKax
COCYAMCTOTO pycia CyOIHIOTEIHAIbHOTO KapKaca MENKHX COCYIOB, HEMOJHOIIEHHOCTHIO
HH/IOTEIHS.

Ilamoczenes. B neTckoM WM IOHOIIECKOM BO3pacTe 00Opa3yroTcsi TOHKOCTEHHBIE, JIETKO
KpOBOTOYAI[ME M TpaBMUPYEMbIE€ Majbleé aHTMOMBI, B psAae clydyaeB (HOpMHUPYIOTCS
apTEepUOBEHO3HBIE LIYHTHI B JIETKMX U JPYIMX OpraHax, Npo4yue MpPU3HAKHU HEMOIHOLIEHHOCTH
ME3EHXUMBl - PACTSIKUMOCTb KOXH (pe3MHOBasi KoKa), cJ1abocTh CBA30YHOrO ammapara
(MpUBBIUHBIE BBIBUXH, MPOJIAOMPOBAHUE CTBOPOK KJIAmaHOB cepila). Bo3MokHO codeTraHue c
Oose3nbio Bueopana.

Knunuka. TIlpeobnafaioT peuuUBHPYIOLUIME KPOBOTEUYEHUS U3 TelleaHTUIKTa3ui,
pacroJIOKEHHBIX Yallle BCEro B HOCy. Pexxe KpoBOTOYAaT TelE€aHTMAIKTa3bl Ha Kaiime Tyo0,
CJIM3UCTBIX O000J0YKaxX pPOTOBOM TMOJIOCTH, TJIOTKH, JKelyAka. YWCIIO TeIeaHTMdKTa3ud u
KPOBOTEUYECHHI HapacTaeT B MEPHOJ IMOJOBOr0o co3peBaHus u B Bo3pacte 1m0 20-30 ner. Ilpum
HaJU4YMM  apTEPUOBEHO3HBIX IIYHTOB BO3HUKAIOT  OJBIIIKA, I[IMAaHO3, T'MIOKCUYECKUMN
OPUTPOLIUTO3; PEHTTEHOJOTUYECKH B JIETKUX OOHApYKUBAIOT €IWHUYHBIC OKPYIJIbIE WU
HEeNpaBWIbHOW (DOpPMBI TEHH, OIIMOOYHO NPUHMMAaeMble HEPEAKO 3a OMyXoau. Bo3moxHO
coueTaHue ¢ TMposadupOBaHWEM CTBOPOK  KJamaHoB  cepAua  (IIyMbl, apuUTMUs),
TUIIEPMOOMIIEHOCTBIO CYCTAaBOB, BBIBUXaMHU U JIPYTUMH ME3CHXUMAaJIbHBIMU HApPYIICHUSIMHU
(reMopparudeckue Me3eHXuManbHbIe Auciuiazuu no 3. C. bapkarany) u ¢ gedpunurom dakrtopa
Bumnebpanna (cunapom Ksuka). 3aboneBaHue MOXXET OCIOXHUTHCS LIUPPO30OM TIEUCHH.

Jluacno3z ocHOBaH Ha OOHApYXEHHHM TUIHWYHBIX TEJNEaHTUIKTA3UM, PEerUAUBHPYIOIINX
KPOBOTEUCHMI W3 HMX, CEMEWHOro XxapakTepa 3a0oyieBaHHMs (BO3MOXHBI M CHOpaJUYecKue
cinydyan). CyllecTBEeHHBIX HApYLIEHUI CHUCTEMBbl reMocTa3a HeT (KpOMe ClydyaeB COYeTaHusi ¢
nedurutom Qaktopa Bunmnebpanna). [Ipu yacTeix U OOMIBHBIX KPOBOTEUYECHUSX Pa3BUBACTCS
MOoCTreMopparuyeckas aHeMHUsl; TPpU apTEPUOBEHO3HBIX LIYHTaX - 3PUTPOLMTO3, MOBBILIEHHOE
coJiepKaHKe TeMOrJIO0NHa B KPOBH.
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Jleuenue. B mepuonsl KPOBOTCUCHMI HCIONB3YIOT CpEICTBA MECTHOH H  oOIei
reMOCTaTHYECKOM Tepanuu - OpOUIeHHs TpoMOMHOM ¢ 5% pPacTBOPOM aMUHOKAIPOHOBOM
KHCJIOTBI, TAMIIOHA/1a HOCA MACJIIHBIMU TAMIIOHAMHU, IPY>KUTAHUS U JIP.

bonee »d¢extuBHa Kkpuorepanus. B MHBIX ciydasx mOpuxoguTcs Inpuderatb K
XUPYPrU4eCKOMY JICUEHHIO (MCCEUEHUE AaHTMOM, IUIACTHUKAa IEPEeropoJKU Hoca, IepeBsi3Ka
aprepuil). Mcnone3yroT 6apoTepanuo, IpuKUraHus ¢ MOMOLIbIO J1a3epa. Bee 3tu MeponpusaTus
4acTO JAIOT JMIOb BpeMeHHBIH d¢¢exr. Bpeaenus Bukacona He mokazaHel. [lpu
comnyTcTByoLeM aepunute Gakropa Bumiedpanna nokaszaHsl TpaHC(QY3UMHM HATUBHOH IUIA3MBI,
BBEJICHUsI KpHolpeuunurara. [Ipm aHemusamuu - reMOTpaHC(y3WUH, BBEACHUE IpENapaToB
xKelesa.

Ilpocno3 B OONBIIMHCTBE CIIy4aeB OTHOCHTEIBHO OJIATONPUSATHBINA, HO BCTPEYAIOTCS
(GopMBI C HEKOHTPOJIUPYEMBIMU KPOBOTEUEHUSIMU.

Ilpogpunakmuka. W3berarb TpaBMaTH3alMU CIU3HCTHIX OOOJIOYEK B  MeECTax
pACIIONIOKEHHST AaHTHOM, CMa3bIBaHUE CIU3UCTON OOOJIOYKH HOCA JIAHOJIUHOM (C TPOMOHHOM)
WJIM HEUTPAJIbHBIMU MaclIaMH.
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