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Pe3tome

B cTaTbe npuBOAMTCA CAy4all NEYEHUA MAUMEHTA C AYTOMMMYHHbIM 3aboneBaHMEM- WOMOMATUYECKOW TPOMOOUUTONEHUYECKON
nypnypow. Bce Yalle B OpTOAOHTMYECOM NMPAKTUKE BCTPEYAIOTCA NALMEHTbI C 06LL,EeCOMATUYECKON NAaTONOMMeN HYKAAIOLWMECA B KOPPEKLMM
3yboyentocTHoO cuctembl. B Bonblueit cTeneHM 3TO NauMeHTbl C TeHEeTUYEeCcKoW naTosiorMen 4YentcTHo-MueBol  obnactu,
racTPO3HTEPO/IOTMYECKOW M aYyTOMMMYHHOM naTosiorvei. Mpu neyeHnmn Takmx naLMeHToB Heobxoaumo 6onee TOYHO U IPAMOTHO COCTaBUTb
naaH BeAEHUA Takux 60NbHBbIX.
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Manonatuyeckan TpomboumnToneHnyeckas nypnypa (UTM), uam 6onesHb Bepabroda ( no mmeHn asTopa onuvcaswero 3Ty 6onesHb B
1735 roay), npeactaBaseT cobo NaToNOMMIo, CBA3aHHYIO C YMEHbLIEHMEM KOIMYyecTBa TPOMBOUUTOB B Nepudepryeckoit KpoBu, KoTopble
HeNb3A CBA3ATb C KAKUM-TMB0 onpeaeneHHbIM 3K30reHHbIM 3TUONOrMYECKUM GAKTOPOM.

WTN oTHOCKTCA K rpynne remopparMyeckmnx AMate3os U cocTaBaseT npumepHo 50% Bcex cnyyaes 3Tux 3abonesaHuit. Hanbonee yacto
BCTpeyYaeTcs 3To 3aboseBaHMe B AETCKOM BO3pacTe U cocTasaseT npumepHo 1,5-2 cayyasa Ha 10 TbicAY AETCKOro HaceneHwus, O4MHAKOBO
YacTo HoNetoT KaK MaNbYnKK, TaK U AEBOYKM; Y B3POC/biX 3ab01eBaHME BOSHUKAET 3HAUMTE/IbHO peXe, Yem B AeTCKOM Bo3pacTe [3].

B ocHoBe 3aboneBaHWA NeXUT paspyweHne TPoMOOLMTOB aHTUTENAMM, CUHTE3UPYIOLMMWUCA B OpPraHax MMMYHOKOMNETEHTHOM
cUCTEMBI (Npekae BCero B ceneseHKe, a TakKe B KOCTHOM MO3re, NevyeHn 1 Apyrx opraHax, cogepsawmnx AtMmeonaHyto TKkaHb). AHTUTeNa,
NpUCoeaMHAACH K onpeaeseHHOMY y4acTKy MembpaHbl TPOMOOLUUTOB, GOPMUPYIOT C HUMU MMMYHHbIA KOMMNIEKC, KOTOPbIN B AanbHelLem
paspyLlaeTcs B KAETKAaX CUCTEMbl MOHOHYK/IeapHbIX GparoLMToB, B OCHOBHOM B CENE3EHKE, ABNAIOLLENCA aKTUBHOM 30HON MakpodaraibHoOM
CUCTEMBI, @ B TAMKEIbIX C/IyHasnX — TaKKe B NeYEHN U KOCTHOM MO3re.

Bo3moXKHa BHyTpMcOCyaMCTan arraioTMHaUMa TpomboumToB. [MOBblWEHME MPOHUMLAEMOCTU CTEHKU COCYA0B OOBACHAETCA TaKXke
TpombouuToneHnen, OTCYTCTBMEM KPAEBOrO CTOAHUA TPOMOOLMTOB, HapyleHMeM WX aHrMoTpoduyeckon ¢yHKUMM U aeduumtom
CEepPOTOHWHa, BblpabaTbiBaemoro TpombouMTaMm 1 061a4at0LLero MOLLHbIM COCYAOCYKMUBatOWMM AeilcTBuem. Ho npegnonaraercs, Yto B
MeXaHWU3Me PasBUTUA TPOMOOLMTONEHMYECKOW MYpRypbl y4acTBYIOT HECKOIbKO pPeaKkLMi, KOTopble ONpeaenstoT TeyeHue 3abonesaHus
(ocTpoe nnu xpoHuyeckoe) [2].

BbioenaoT ase GOpmMbl — AYTOMMMYHHYIO U FeTEPOMMMYHHYIO TpomMboumuToneHuyeckyto nypnypy. Mpu ayToMMmyHHOU dopme
aHTUTENa BblpabaTbiBalOTCA B CeneseHKe U BM/IOYKOBOW »Kenese, B MOC/ieAyioWweM Bbi3biBalOT MOBbILEHHOE pa3pylleHne TPomboLmToB,
KOTOPOe He MOKET KOMMEeHCMPOBATLCA OPraHNM3MOM, B YAaCTHOCTM KOCTHbIM MO3romM. B 3Tom cnyyae aHTUTena BbipabaTbiBatoTCA NPOTUB
cOB6CTBEHHbIX HEU3MEHEHHbIX TPOMBOLMTOB. ITO onpeaenaeT NPU3HaKN TPOMBOLUTONEHNYECKON NYypPRypbl, NPUHUMAIOLLENA XPOHUYECKOe
TeyeHue. [eTepoMmmyHHas ¢opma TPOMBOULMUTONEHUYECKON Nypnypbl BO3HWKAET MPM HapylleHWMUM CTPOeHus TpombouuTta, T.e. Mpu
06pa3oBaHNM HOBOrO KOMMAEKCA, KOTopbl GopmMmupyeTca noL BAUAHWEM BUPYCOB, MEAMKAMEHTOB WU APYIUX YYyXKEPOAHbIX BELLecTB.
AHTUTeNa BbIpabaTbiBAtOTCA NPOTUB 3TOrO KOMMIEKCA, YTO TAKKe NPUBOAUT K PaspyLleHUo TpomboumToB. TaKo mexaHu3m onpeaenset
ocTpoe TeyeHue 6onesHu.

KnuvHuyeckana KapTuHa MTIM oCTporo TeyeHWs XapakTepusyeTcs BHE3anHbIM MOABMEHMEM KPOBOM3NMAHMIA B KOXY W CAU3UCTbIE
060/104KM, HOCOBbIE, leCHEBbIE KPOBOTEYEHMSA, YXyALLeHMe obLiero cocToaHuA pebeHka. MpuM3Hakammn KpoBoTeYeHus aBaseTca 6a1eaHOCTb
KOXMW, HU3KOe JasieHWe, TemnepaTypa Tena nosblwaeTtcs Ao 38 °C. MNpoaonkutenbHocTb 3aboneBaHua npu octpoi dopme
TpombouuMToneHUYeCcKoW Nypnypbl, Kak NpaBuo, He npesblwaeT 1 mecAua, B Te4EHME KOTOPOro NPOMCXoamUT BbiCTpOe BOCCTAaHOBAEHME
BCEX HapyLeHW 1 HacTynaeT BbI3JOPOB/EHME. Y MHOTUX AEeTel C OCTpbIM TeyeHMeM Habnogaetca aumdboaseHonaTus — BOCManeHue
numoaTtnyeckux ysnos. OcTpas TpoMbouMTONEHMYECKAn NypPNypa MOXeT 3aKaHYMBaTbCA CaMOMNPOU3BOJIbHLIM BbI3g0poBAeHNeM. Y psaga
AeTei 3aboneBaHMe He AMArHOCTMPYETCA, TaK KaK MPOTEeKaeT /Ierko, C MUMHMMA/bHbIMU MPOSABAEHUAMMU KPOBOTOUMBOCTU. Mpu ocTpoi
dopme TeueHne 6one3HM 6aronpuAaTHOE — MNOJIHOE BbI3L0POBeHNe 06bI4HO HacTynaeT Yyepes 1—3 mecaua [4].

Onsa xpoHuyeckon ¢Gopmbl TPOMBOUUTONEHUYECKOW Mypnypbl HEXApPaKTEPHO OCTpoe Hauvano. [epBble Npu3HAKM 3abonesaHusA
NoABNAIOTCA 334070 A0 XapaKTepHbIX NPoABAEHUI 6ONEe3HM M YacTo He 3amMeyaloTcss HU 6O/bHbIM, HU ero pogHbiMKu. Cpean HUX Ha
nepBoM MecTe MO YacToTe BO3HWKHOBEHWA CTOAT KOXHble MNpPOABAeHWA — cob6CTBEHHO nypnypa (MeNKONATHUCTbIE KanuansapHble
KPOBOM3NUAHUA B KOXKY, NOA, KOXY UAWN B CAU3NUCTblE 060/104KM). FemopparMm o6bIYHO MOABAAIOTCA BHE3aNHO 6e3 NpuYMHbI UAK nocne
MWKPOTPaBM. BTopbim Mo 4yacToTe npusHakom B xope 3abosneBaHUA TPOMOOUMUTOMEHUYECKOW Myprnypoit ABAAIOTCA KpoBoTeueHus. Kak
NPaBWIO, KPOBOTEYEHMS OTMEYAIOTCA BMECTE C KOMHbIMU NPOABAEHUAMU. Hanbonee TUNMYHBI HOCOBble KpoBoTeueHUs. OBbIYHO OHMU
YyropHble, 0BUNbHbIE, BEAYT K aHEMUKN. YacTbl KPOBOTEYEHUA U3 CAN3UCTbIX 060N0YEK POTOBOW MONOCTU, U3 MUHAANUH U 3a4HEN CTEHKM
rnoTkn. COMP npu TpomboumToneHnyecko nypnype 6aepHasn, oteyHasn, aTpodMpoBaHa, aNUTENNA UCTOHYEHHbIN, MecTammn obpasyroTea
3p0O3MM UK A3BbI, HO He Bceraa. XapakTepHbl ocnabseHne UaM OTCYTCTBUE pPeTpaKkLMK KPOBAHOIO CryCTKa, MONOMKUTE/bHbIN CUMMNTOM
ryTa (NosiBNEHUE NeTEXMIn Nocie HeMPOAO/IKUTENBHOTO CAABNNBAHUA), YANMHEHWE BPEMEHM KpoBoTeueHus [1]. YacTble unm obunbHble
KPOBOTEYEHUA NPU TPOMBOUMTOMNEHUYECKON Nypnype NPUBOAAT K PasBUTUIO MOCTrEMOpparMyeckor aHemuu, penko Habnwopatotca
NOAKOMHbIe reMaToOMbl U OUTEIbHbIE KPOBOTEYEHUA MPU HAPYLUEHUN LLENOCTHOCTU KOXKM.

Y MHOrMX petei, CTpagalolwmx TPOMOOLMTONEHUYECKOM Nyprnypoi, »anobbl OTcyTcTBYIOT. Kak NpaBuio, OHW MNOABAAKOTCA MpU
pPa3BUTUKM MOCTremopparMyeckor aHemun. OTMEYatoTCA BANOCTb, Pa3gpaKUTENbHOCTb, €1abocTb, BbicTpasa yTomasemocTb. Yale Bcero
TaKoe TeyeHue y aeteit 7—10 net. XpoHuuyeckas ¢opma TPOMBOLIMTONEHUYECKOIN Myprypbl UMEET 3aTAXKHOE BONHOO6PAa3Hoe TeueHue,
Korga nepuoabl yayylweHUs BHOBb CMEHAIOTCA nepuogamm oboctpeHus [4].
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Ha kadeppy ctomaTonorMm feTckoro Bo3pacta U OPTOAOHTUM 06paTH/ICA 38 MOMOLLbIO NauneHT K., 7 feT ¢ }Kanobamu Ha HapyleHue
NONOXKEHUA pe3LoB BepxHel yentoctu. Mpu onpoce nauueHTa 6bI10 BbIABAEHO, YTO NALMEHT HAXOAUTCA Ha AMCNaHcepHom ydyeTte B OIrBY
PAKB MuH3gpasa Poccun no nosoay TpombouuToneHuyeckoit nypnypbl ¢ 2010 roga.

O6BbEeKTUBHO: NPWU BHELIHEM OCMOTPE MaLMeHTa 334epPKKN GU3MYECKOro, NCUXOIMOLMOHANBHOIO Pa3BUTUA He obHapyKeHo. OcaHKa
npasuibHasa. Bonocbl TeMHO-pycoro uBeTa, rycTble, Ha BuA Onectawme. MMOAKONKHO-KMPOBAA KNETYATKA BblpPaXKeHa YMepeHHO.
MoABUKHOCTL B CcycTaBax B NosHOM ¢du3nonornyeckom obveme, 60ne3HeHHOCTM HeT. Koxa CMyrnas, cyxas, Ha BHELHen NoBepXHOCTU
KUCTEMN, JIOKTEBbLIX CrMBax MMEIOTCA MHOMKECTBEHHbIE MeJsIKMe MneTexuasibHble KPoBOM3AMAHMA. MpM BHELWHEM OCMOTPEe /iMua MeTexuu
BbIiB/IEHbl Ha CKY/I0BOIM 06/1acTu LWEK, B yraax pTa, Ha HUXKHel rybe. Mpodunb naymeHTa npamoi, rybbl CMbIKaloTCa 6e3 HanpaxeHusa.
MaTtonorum B obnact BHYC He BbisBNeHO. HapyweHue peun B BMAE HapyLWEHUA MPOU3HOLLIEHWUA CBUCTALMX 3BYKOB. pn ocmoTpe
npeaaBepua NONOCTM pTa Ha CAU3UCTON 060/I0UKe LWEeK BbIABNEHbI TOYEYHble CrPynnMpPOBaHHble KPOBOU3NMAHUA, Be3bonesHeHHble npu
nanbnaumm. MowHas y3aeyka BepxHei rybbl, KoTopas BrnieTaeTca B pe3uoBblii cocodek mexay 11, 21 3ybamu, npyu mobunmsaumm sepxHen
rybbl B BEPTUKAZIbHOM MOJIOKEHUM OTMEYAETCA MILEMU3ALMA PE3LOBOro COCOYKA M y34e4KN. B N0N1I0CTM pTa Nnepsble NOCTOSHHbIE MOAAPSI
cMbiKatoTcs no | Knaccy dHraa-Katua, obpatHoe pesuyoBoe nepekpbitve. Mo aaHHbim OMNTE oT 24.10.12 . nmetoTcA BCe 3a4aTKu
NMOCTOAHHbIX 3y60B MepuanuKanbHbIX U3MEHEHUW B 061aCTU MMetoLmMXca 3y6oB He BbiaBneHO. KopHu 11 n21 3yba HaxoaAaTcA Ha cTaguu
pocTa B gANHY, MexKay KopHAamM 11 1 21 3yba npocniexxkmnsaeTca NoJ0CKa NPOCBETAEHMS.

Mocne ocmoTpa OPTOAOHTA NauMeHT 6bin HaMpaB/ieH K XMPYPry-CTOMaTtosiory A/ BbIMOJAHEHWA onepaunn GpeHynonnacTuku.
®peHynonnacTMka NpoBoAMaAacL B Nepuos peMuccum 3aboneBaHUsa Mo COr1acoBaHWUI0 C reMaToIorom, Nocae NPoBefAeHHOro aHanvsa
KpoBu (Tabnuua 1). B Xxope onepauuu onepauMoHHoe none ABaxabl ob6pabotaHo pactBopom @ypaumnmuHa (1:5000), nog
MHOUNBbTPAUMOHHON 1 pe3LoBoi aHecTesmelt Sol. Articaini 4% 1,7 ml npovsBeseH V-06pa3Hblii pa3pes No CTOPOHaM OT Y34,e4KM BEPXHEN
rybbl. Y3geuka ncceyeHa, paHa Ha CIM3UCTOM BepXHel rybbl ylwmTa KeTryTom. Ha oTKpbITyio paHy B 061aCTH anbBEONAPHOro OTPOCTKA bblna
HasoXeHa remocTaTMyeckana rybKa, HasHauyeHbl aHTMOaKTepuanbHble npenapatbl A4A NPOGUNAKTUKM HArHOEHMs remaTtombl. B
rnocaeonepaLmoHHbIN nepuog Habatoganacb rematoma, KOTopas paccocanach B TeHeHUE ABYX HeLenb.

3aTem 6bINM NOMYYeHbl OTTUCKM U TUMNCOBbIE MOAENU YentocTell. M3roToB/ieHa NAacTMHKA Ha BEPXHIOK YetoCTb € NPoTparMpyrowmmm
NPYXMHAMW 1 OKKIHO3MOHHBIMM HaKyCOYHbIMM NoWwaaKkammu B ob6nactu 60KoBbIx 3y60B, C Lieblo ycTpaHeHusa peTpysumn 11 n 21 3y6os.
AnnapaTt npunacoBaH B MOAOCTM pTa. MMOBTOPHbIA OCMOTP 6bin Ha3HauyeH Ha cneaylowuid AeHb, ONA KOHTPOAA peakuun CAU3UCTOM
060/104KM NONOCTU pPTa Ha BO34eNcTBUE annapara.

Takum 06pasom, sieyeHne NaLMeHTOB C COYETaHHOW NaTonorMen NpeanonaraeT y4acTMe HECKOJIbKMX CNeumanncToB, TakMX Kak Bpau-
neaunaTp, Bpay-remaTosior, Bpay-CTOMAToI0r-opTo40HT, bonee AeTanbHbI cbop aHamHe3a U 3GPEKTUBHOE OCYLLECTBIEHUE MEPOMNPUATUIA
Nno NPooUNAKTUKE W YCTPAHEHMIO MATONOMMI, CBA3AHHbIX C 3ybouentocTHOM cuctemoit. Mpu cocTaBNEHUM NAaHa NedeHns AaHHOW rpynnbl
NauveHToB HeobXoAMMO Y4YMTbIBaTb OCOBEHHOCTUM TeyeHUAa W NposBAeHWUA 3abosieBaHMA HeNocpeacTBEHHO B MONOCTU pTa AnA
npeaoTBPALLEHUA BO3MOXKHbIX OC/IOXKHEHUI M PALLMOHANbHON KOpPeKL MM annapaTa.

Ta6nuua 1. Mo AaHHbIM aHanM3a KPOBM Y NaLMEHTa XPOHMUYECKas TpoMmboLMToneHUYecKan nypnypa B CTagum pemuccum

Mokazamenu: Mokazamenu  EQuHUYa usmepeHus CpedHee 0514 0aHHO20 803pacma Pe3ynbmam
NeikoumnTbl WBC 1,2 10°/L 4-12 nekoneHus
SpuTpouuTsl RBC 5,13 10"/L 3,5-4,7
Femorno6bux HGB 120 g/L 110-145
lFemaTtokput HCT 37,0 % 37-45
Cpega.obbem aputpountos MCV 72,1L fL 77-91 aHemus
CpeaHee cogepraHue Hb B aputpoumTte MCH 23,4L Pg 24-30
CpeaHas KoHueHTpauua Hb B aputpouute MCHC 32,4 g/L 32-36
TpombouuTbl PLT 107 10°L 160-380 TpombouuToneHus
(%)
NumdouuTs LY 46.5 2.0 24-54
MoHoumnTel MO 6.7F3 0.3 2-10
CermeHTosaepHble GR 46.8F3 1.9L 35-65
MNokasaTenb sHM30UMUTO3a 3puTpouuTOoB RDW 159 11,9-16,0
CO3 ESR 4 Mm/h 4-12
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Puc. 1. nypnypa Ha cansuctoi 060/104Ke LWeKu

Puc. 2. NMetexuanbHble KPOBOU3NUAHUA HaA BHeELLHeW NOBEPXHOCTU KUCTU

Puc. 3. MnactuHKa Ha BEPXHIOK YeNoCTb C NPOTPArMpyrowmmm npyKMHaMmm U OKKNH03MOHHbIMU HAaKYCOYHbIMU NOWaAKaMK B o6nactn 60K0BbIX 3y605
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