WONOINATUHECKAA
TPOMBOLUUTOINEHUYECKAA

MYPIYPA



- upguonartun4yeckasa tpomoouuntoneHudeckas nypnypa (UTH) - ato
ayTOMMMYHHOe 3aborneBaHune, o0ycrioBneHHoe BbipaboTKOU
aHTUTEnN K CTPYKTypamMm MmeMbpaHbl TPOMOOLUTOB U UX
npeAawecTBEHHUKOB - MerakapMoumToB, YTO Bbi3biBaeT He TOMNMbKO
NOBbILWEHHYI AeCTPYKUUIO TPOMOOLUMTOB, HO U HeaAeKBaTHbIN
TPOMOOLMTONOI33, XapaKTepPU3yroLwmnnca N3onmpoBaHHON
TpombouutoneHnen Huxe 100,0 x 10° /n n Hanuumem/oTCcyTCTBUEM
remopparm4eckKoro CMHApomMa pasfiM4HOU CTeneHwu
BbIpaXXeHHOCTMU



Noduonamuyeckass mpomboyumoneHu4yeckas nypnypa (UTIN) —
3aboneBaHue, Kotopoe Hanodonee 4yacto (B 40% cny4aeB) aBnsieTcs
NPUYNHOUN reMopparniecKkoro CMHApPoOMa B reMmaTosiorm4yeckou
npakTtuke. PacnpoctpaHeHHocTb UTI1 cpean aeten n B3poCcnbIX
koneonetrcsa ot 1 no 13%

Ha 100 000 yenosBek.



Pa3nuuaror

ayTOMMMYHHYIO
- FTaNTEHOBYHK MMMYHHYIO TPOMOOLMTONEHUIO

B cBOolO o4yepeab ayTOMMMYHHaA TPOMOOLIMTONEHUA MOXET
ObITb KaK nguonaTn4eckomn, nepBMYHON, Tak U BTOPUYHOMN.

B npoucxoxaeHnn ranTeHOBbIX (MMMYHHbIX) oopm
TpomMmbouuToneHnn Beayllee 3Ha4eHUe NMerT MeaANKaMeHTbI U
UHEeKUNN.



OTHnonorns

= JT1nonornsa NTI1 He nssectHa. TIT aBnaeTcsa ayToMMMYHHbIM 3aboneBaHneM,
XapakTepusyrLmmcs BelpaboTKon aHTUTeN nogkrnacca nmmyHornodynuHa G (IgG )
K rnukonpotenHam (I'T1) membpaHbl TpombouuntoB n merakapuouuntoB (MKLL), B
ocHoBHOM K ['T1 lIb/llla, pexe k ['T1 Ib-IX-V, I'T1 la/lla, TT1 IV unn I'T1 VI n
dopMMpoBaHUEM KOMMSIEKCA aHTUNEH-aHTUTENO, UKCUPYHOLLLEroca CBOUM Fc-
doparmeHTOM UMMYHOINoO0OynmMHa K Fcy peuentopam makpodgaros v
OEHOPUTUYECKNX KITETOK PETUKYNOSHAOTENMANnbHOU CUcTeMbl. PaspyLueHue
NaToONIOrM4YeCcKoro KoMnsiekca aHTUreH-aHTUTENo NaeT NyTeM ero AecTpykuum B
OCHOBHOM B cenes3eHKe, pexe B nevyeHn U numdarndecknx ysnax, a Takke nytem
LIMTOTOKCUYECKOro nuanca T-knetkamu. Nommmo aHTUTENoobpasoBaHnAa OOMbLUYHO
ponb B natoreHese UTII urpatot cyononynaumm T-numdounTtos



Knaccudukauuma

Mo anuTenbHOCTN Te4YeHUs1 3aboneBaHUS:

e BriepBbleé ANarHOCTUPOBaHHasA C OJNINTENIbHOCTbLIO A0 3 MecAueB OT MOMEHTa ANarHOCTUKMU;
° NIepcUcCTUpyroLLan ¢ ANUTEeNIbHOCTLIO 3-12 mecsileB OT MOMeHTa ANarHOCTUKM;

* XpOHMYECKasa C ANUTENbHOCTLIO bornee 12 MmecAueB OT MOMEHTa ANAarHOCTUKMU.

Mo xapakTepy 1 BbipaXXeHHOCTU reMopparuy4eckoro cmHagpoma (knaccupmkaumsa BCeMUPHOU
opraHusauuu sgpaBooxpaHeHus - BO3):

* 0-U cTeneHn — OTCYTCTBUE reMopparn4ecKkoro CUHAPOMa;
* 1- cTENEeHN — NeTeXumn U IKXUMo3bl (eANHNYHbIE);
e 2-N CTENEeHN — He3HaYnTenbHasa NoTeps KPOBMU (remMaTtypus, KpoBoXapKaHbe);

e 3-1 cTeneHU — BbipaXeHHasa notepsa KpoBU (KpoBoTeYeHMe, TpedyroLiee nepenmMBaHnUs KpoBHU
WUNun KpoBe3amMeHUTerneu);

* 4-i1 cTeneHU — TAXernas KpoBonotepsa (KPOBOU3NMUAHUA B FOJIOBHOM MO3r U CeTYaTKy rnasa,
KPpOBOTEUYEHMUSA, 3aKaH4YMBaKLWMecs netanbHbIM UCXOO0M).



KnnHuka
- [pun UTT1 pernctpupyetca nsonnpoBaHHasi TPOMOOLIMTONEHUSA HUXKE

100,0 x 109 /n ¢ HaNM4YMem/oTCyTCTBUEM remopparn4yeckoro cmHgpoma
pa3nMYHou cteneHun BbipaxxeHHocTU. Knunmnyeckn UTI1 nposBnsaeTcs
remMopparm4eckum CUHAPOMOM: CMOHTAHHbLIM UTU NOCTTPaBMaTUYECKUM,
KOXKHbIM (€ANHUYHaa Unn reHepann3oBaHHas netexmanbHas Cblilfb U
9KXMUMO3bl), NETEXUSAMU N SIKXMMO3AaMMN Ha CINN3NCTbIX, HOCOBLIMU U
OECHEBbLIMN KPOBOTEYEHUSAMWU, MEHO- N METPOPPArnamMm, pexe -
XKEenyagovHOo-KNLLIEYHbIMU KpOBOTEYEHNAMU N reMmaTypuen. Hacrtora
XXN3HEYrpoXKatoLmx KpoBOU3NUAHNN He npeBbIaeT 0,5%



KnuHnyeckasa KapTuHa

lNMepBble nposiBrieHUA 3aboneBaHUA B OONbLUMHCTBE Crly4yaeB ObiBalOT OCTPbIMU, O4HAKO B NocneayroLwemM OHO
pa3BuBaeTCcs MeaJIeHHO U UMeeT peuuauBUPYHOLLUA UMK 3aTAXKHON XapaKTtep.

’KanoObl Ha:

* NOSIBJIEHUE HA KOXXe U CIIU3UCTbIX 000sI0MKaX MHOXXECTBEHHbIX BbICbINAHUMN:

* B BUAE MEeJIKOTOYEYHbIX KPOBOU3NTUAHUN U CUHSIKOB,

* BO3HMKAKOLWMX CIOHTAHHO UNU NOoA BIIUSAHUEM Jerkux ywuooB, AaBNEeHUMN.

 [lpn 3TOM O4HM reMopparMm Nc4Ye3arT, HO NOSIBNIAIOTCSA HOBbLIE.

°* NOBbILWEHHAsA KPOBOTOYMBOCTb AECEH,

* HOCOBbI€ KPOBOTEYEHUA

e y AeBYyLUEeK HabnogarTcs ANUTeNbHbIe MAaTOYHbIE KPOBOTEYEHMUS.

PusnKanbHble AaHHbIE:

* [lpn obwem ocmoTpe:

* Ha KOXXe OOHapy>XMBaKTCA reMopparmieckue nATHa

° NyprnypHOro, BULUHEBO-CUHEro, KOPMYHEBOrO U XXEeNnToro uBeTa.

° rMaBHbIM OOpa3oM Ha NnepeaHen NOBEPXHOCTU TYNOBULLA, B MeCTax AaBNeHNUs Ha KOXY nosica, NOATAXEK, NOABA3OK.
* MOXXHO BUAETb KPOBOU3NUAHUA Ha NULLe, KOHBIOHKTUBAX, rydbax, B Mectax UHbEeKLUN.

* [leTexmnanbHbIe BbICbINaHUA OObLIYHO BO3HMKAIOT HA NepeaHen NOBEPXHOCTU rofieHeMu.

* [Ipu o6cnegoBaHuUU cepaeyYHO-COCYAUCTOU, AbiXaTeNlbHOU U NULLEBaAPUTENIbLHON CUCTEM XapaKTepHbIX Ans
TpoMOOLUTONEHNYECKOU Nypnypbl USMEHEHUN He OTMeYaeTcCH.



TPOM6OLIMTONEHMdECH




[NononHuTenbHbIe NCClegoOBaHUA:

O6wWwmin aHanNu3 KPOBM : KaK NpaBuro, He U3MeHeH. MHorga npy MHTEHCMBHOW KpoBonoTepe HabnogaeTcs
nocTreMmopparnyeckasi aHemusi U yBenmyeHne Konm4ecTsa pPeTUKYNOLINTOB.

MmaBHbLIM ANMarHOCTUYECKUM NPU3HAKOM fABnsAeTcA TpombountoneHnsa. OObIYHO
TpomGouUuToneHM4Yeckas nyprnypa BO3HMKaeT NPU CHKEHUN Yncna Tpoméoumtos Hmxe 50x10°/n.

YacTto oOHapyxuBaeTca yBenmMyeHMe pasmMepoB KPOBAHbIX MNAaCTUHOK, UX MOUKUITOLUTO3, NOSIBIIEHME
Mario3epHUCTbIX "ronyobIXx™ KreToK.

Hepenko HabnopgarTcs HapyweHUs (pyHKLUMOHaNbHOW aKTUBHOCTU TPOMOOLIMTOB B BUAE YMEHbLUEHUS
X agre3vn u arperauum.

B nyHKTaTe KOCTHOro Mmo3sra:
- y 60onbLUMHCTBA 60NbHbLIX OTMeYaeTCA YBENIMYEHHOE YMCNO MerakapmoumToB, HUYEM He

OT/INYAKOLWWUXCH OT OObIYHbIX.
- Npu 000CTPEeHUU OBoNe3HN NX KONIM4eCcTBO BPEeMEHHO CHMXaeTcs. B TpombounTax u merakapmoumTtax

CHNXeHo coaepXxaHue rmmKkoreHa, HapyuweHo COoTHoweHue CbepMeHTOB.
* CyLI.l,eCTBeHHoe 3Ha4YeHue B AnarHoCtTukKe remMmopparm4eCKux amate3oB npuHaanexmT nccrieqoBaHuno

COCTOAHUNA remocCTas3a.



OpHEeHTUPOBOYHO O NOBbLILUEHHON JIOMKOCTU KanunnsapoB CyasT Mo NnosioXXutenbHon npoode
LMNKa - 00pa3oBaHUIO CUHSIKA NPU COABMEHUMN CKITaAKU KOXU B NOAKMIOYUYHON OOnacTum.

To4YyHee pe3UCTEeHTHOCTb KanunnsapoB onpeaensoT C MOMOLLLIO NPOObLI CO XIyToM,
OCHOBAHHOM HA NOSIBNIEHUU NETEXUN HNXKe MeCTa HaJfloXKeHUA Ha Nne4yo MaHXeTbl annapara
Anst N3MepPeHna apTepmanbHOro gaBrieHMs npu cosgaHum B Hen gasrnieHns 90-100 mm pr.
CcT. YUepe3 5 MMHYT BHYTpU Kpyra auamMeTpoM 5 cMm, npeaBapuUTeNiIbHO O4YepPYEeHHOro Ha
npeanneybe, YUCIIO NeTexumn npu cnadbononoxutenbsHoun npode moxeTt gocturatb 20 (Hopma
- 8o 10 netexun), npu nonoxutenoHon - 30, a NpU pPe3KONoNoXnTesibHOn n bonee.

[pu TpomMboLNTONEHNYECKON Nypnype OTMeYarTCcs
NONOXUTENbHbIE CUMNTOMbI LUMMKA U XKIyTa.
OnntTenbHOCTb KPOBOTEYEHUA 3HAYUTENLHO YANUHAETCSH
(0o 15-20 MUHYT 1 bonbLie). CBepTLIBAEMOCTb KPOBU Y
OonbLUHCTBA 60MNbHbLIX HE USMEHEHA.




OunarHo3 UTT1 yctaHaBnnBaeTcsa Ha OCHOBaHUN

cneayroumnx Kputepumes:

= UW30nMpoBaHHasa TpomboumToneHms meHee 100,0 x 109/n,
3aperncTpmpoBaHHas MMHMMYM B OBYX NocneaoBaTernbHbIX aHanmsax
KPOBMW;

= OTCYTCTBME MOPAONOrM4yecknx n oyHKLUMOHaNbHbIX aHOManun
TPOMOOLIUTOB;

= OTCYTCTBME NATonornm NMmMdooumnToB, rpaHyrnoLunuToB N 3PUTPOLIUTOB;

= HOpPMarsbHble NokasaTenu remorrnobuHa, 3pUTPOLINTOB U PETUKYITOLIUTOB,
ecnn He ObINOo CyLLEeCcTBEHHOW KpOBOMOTEPY;

= NOBbILLUEHHOE UMK HopManbHoe konmnyectso MKLL B mmuenorpamme;
= HOpManbHble pa3Mepbl CEMNME3EHKU,

= OTCYTCTBME OPYrnx naTosyiorm4yeCcKknUx COCTOSIHUIN, BbI3bIBaOLLNX
TPOMOOLIUTONEHMIO;

= Halityne TpOM6OLI,VITaCCOLI,l/II/IpOBaHHbIX dHTUTEJ]



JleueHune

= KoHcepBaTMBHOe fie4eHue — HasHa4YeHue npeaHn3onoHa B HavYanbHou go3se 1
Mr/(KrcyT).

= [lpu HepgocTaTouHOM 3cpheKkTe O3y yBenNMUMBaKOT B 2-4 pa3a (Ha 5-7 aHewn).
NMpoaonmxutenbHOCTb NeyeHus 1-4 mec B 3aBUCUMOCTHU OT ahdeKkTa u ero
ctonkoctu. O pesynbraTax Tepanmu cBuageTeribCTBYeT NnpekpalieHue

remMopparmm B Te4eHue nepBbIX AHEWN.

=« OtcyTtcTBue achdekra (Hopmanusaumm ypoBHA TPOMOOLIMTOB B KPOBU Yepes
6-8 Hegenb ne4vyeHua NpPeaHU3OSIOHOM) UIU €ro KPaTKoOBPEeMeHHOCTb
(6bICTpbIN peunauB TPOMOOLIMTONMEHUN NOCTIe OTMEHbI CTEPOUAOB) CIYXUT

NMNOKa3aHUeM K CINNeH3KTOMUMN.



= AOCONIOTHbIE NOKAa3aHUSA K CMNEHIKTOMMUMU - TSXKENbIN TPOMOOLINTONEHNYECKNN
remopparm4eckmm cuHapom, He noadaroLLMNCA KOHCEPBATUBHOWU TEpanuu,
NnoaBNeHNe MeNKUX MHOXECTBEHHbLIX reMopparum Ha nuvue, A3blike, KpOBOTEYEHUN,
Ha4YMHalLasCcs remopparmsa B Mo3r, a Takke TPOMOOLIMTONEHUSI CPeAHEN TAXKECTH,
HO YacTo peunamnsmpyrowlas n Tpeodyrowasd NOCTOSHHOINO Ha3Ha4YeHUs
[MIOKOKOPTUKOMOOB.

= CnneHaKkTomMusa — 3TO CepbesHas onepawus, PUCK NOCTCMIIEH3KTOMMNYECKOTO
cercuca npesbIlaeT PUCK Cepbe3HOro KpoBotedeHUs. [103ToMy CrneHaKkToMus
OOMKHa NpOBOAUTLCS He paHee YeM Yepes3 12 MmecsAueB nocrie yCTaHOBEHUS
auarHosa. [lpuemnembln Bo3pacT Ans ChieH3KTOMUN — 5 NeT U cTapLue, YTo
CBA3aHO C co3peBaHNeM UMMYHHOU cucTteMmbl. [lokazaHaMM K NnaHOBOW
CMJIEHIKTOMUU ABMAKTCSH YacTble 0OOCTPEHNS C KPOBOTEYEHNAMU N3 CNU3UCTbIX
npu konunyectee TpomoountoB meHee 30 000. MNpu HekynupytoLemMcs
KpoBOTEYEHUN Unn yrpose KkposonsnmaHmnsa B LUHC uenecoobpasHa



= Tepanuio MMMYHHbIX TPOMOOLIMTOMEHNN XUMUOTEPANEBTUYECKMMI NpenapaTamMu-
MMMYyHogenpeccaHTamMmu (a3aTtuonpuH, umknodgocdaH, BUHKPUCTUH U Ap. )
N30NMPOBaHHO UM B KOMMJSIEKCE C NpeaHN30SIOHOM Ha3Ha4aloT TOMbKO Npwu
HeaPEKTUBHOCTU CTEPOUAHOUN TEPANUUN U CNIIEHIKTOMUN B YCITOBUSX
cneunannsnpoBaHHOro ctaunoHapa 1 NuLlb Mo XU3HEHHLIM MOoKa3aHUAM.

= [emocTas ocyLecTBNAT NyTeM TaMMnoHaabl (Korga BO3MOXHO, MECTHOIO UMK
BHYTPMBEHHOIO NPUMEHEHNS aMUHOKAIMpPOHOBOW KNCMNOTbI, HA3HAYeHS
aJpOKCOHa, aTam3unaTta (OMUMHOHA) U APYIrMX CUMITOMaTUYECKNX CPEACTB.

= MaTo4Hble KpoBOTEYEHUA KYNUPYIOT NPUeMOM aMUHOKaNPOHOBOW KUCMNOThI
(BHYTpb No 8-12 r B AeHb), MecTpaHosia Unn NHpeKkyHanHa.



Ona neyeHUa KPOBOTEYEHUN, YIPOXKAKOLWIMNX XKN3HU OONbLHOro, B
KayecTBe Ha4yallbHOW Tepanun UCNonb3YHTCA:

= [ K B BbICOKMX OO3ax Unu nynbc-tepanug
= coyetaHue K un IgG B/B

m 9KCTPEHHasi CMIeH3KTOMMUSA (MO BUTarbHbIM MOKa3aHUAM,
npexae BCero npn BHyTpU4YepenHOM KPOBOUIMUAHNN)

[1na camoro ObICTPOro KynmpoBaHUsS reMopparmyeckoro CUMHApomMa BCEM
nauneHTam pekomeHayetca BBUT™ (nmmMyHornobynuH yenoseka HopMarnbHbIi
(pacTBOp 4N BHYTPUBEHHOIO BBEAEHUSA) - KypcoBasa Ao3a 2 r Ha 1 Kr macchbl Tena,

pacnpenerneHHon Ha 2-5 nocriegoBarteribHbIX AHEW; cyToyHada gosa ot 0,4 r/kr go 1
r/Kr maccbl Tenalj



TpaHcdy3nm TpombomMacchl HE NOKa3aHbl U3-3a CEHCUOUNU3aunm U Pe3Koro NoBbLILLEHUSA
oOGpa3oBaHUA aHTUTPOOOLIMTAPHbLIX AHTUTEN.

Takxe B nepnoa TPOMOOLIMTONEHUN C NPOABAEHUAMU FreMoppParmn4eckoro CUHApPomMa pe3ko
orpaHM4YMBaeTCsa ABUraTenbHbIU pexum. NpoBoAUTCA cUMNTOMaTUYeCKaa Tepanus:

® aHrMornpoTeKToOpPbl — AMLIMHOH per oS B/B

= NHMMoOUTOpbl GNUOPMHONM3a — aMUHOKaNpPOHOBas
kncnota 0,2-0,5 r/kr B cyTKkuM per os, B/B

= MECTHbIE CrOcObbl OCTAHOBKMN KPOBOTEYEHUN



[Mpenckasatb ocTpoe unu xpoHndyeckoe tedeHue ATI HeBo3MOXHO. HO MOXHO
BblOenntb hakTopbl, CNOCOOCTBYHOLLINE XPOHMU3ALIMM NpoLecca:

HeagekBaTHaa Tepanua [ K — HavdanbHasa 0o3a MmeHee 2 MI/Kr B CYTKU,
onutenbHocThb Kypca 'K B nonHou oo3e MeHee 3 Heaernb

nepenusaHne Tpomodomaccsl
BUPYCHada NepCcUCTEHLNS
XPOHUYECKNE o4arn MHAEKLNK
nybepTaTHbIN nepuoa

coumnarnbHO-0bITOBbIE (PaKTOpPbI, onpeaensaLwme 3MOLNOHarNbHbIN CTaTyC
OONBHOrO



= [lporHos pasnuyeH. [pn NMMyHOornyeckon peaykumm merakapmoumTapHoro
POCTKA, a Takke npun HeadPPEKTUBHON CMIIEHIKTOMUM MPOrHO3 yXyaLaeTcq.
banbHble nognexar obasarenbHON AgucnaHcepmsaumn. YactoTy noceweHn Bpaya
onpenensioT TAXKeCTb 3aboneBaHns N NnporpamMmma neyvyeHnst Ha JaHHbI MOMEHT.

= [ucnaHcepHoe HabrntogeHmne npu octpon ATIT npoBoantca B Te4eHne 5 ner.
OTBOA OT NPUBMBOK — TaKXe B TEYEHUNE MATU NIET, NPOTUBONOKa3aHbl MPUBUBKU
XUBUMW BUPYCHbIMM BaKkUMHaMK. B TedeHne 3—5 neT He peKoMeHOyeTCs CMeHa
knumarta. He cnenyet ncnosnb3oBaTb acnmpuH, HUTpodypaHsl, YBY, YOO.
[TpoTuBOnokasaHa nHconsaums. Cnegyet NnpoBOANTb CaHaLUIO XPOHUYECKNX O4aroB
nHpekunmn, npodpumnaktuky OPBW.



