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OP®AHHBLIE 3ABOJIEBAHHUA: IAPOKCU3MAJ/IbHAA HOYHAA
TEMOI'JIOBUHYPHUA. PA3BOP KNIMHUYECKOI'O C/IYYAA

Anmatickuil 2cocydapcmeeHHblll MeduyuHcKull yHusepcumem, 2. bapHay
KoxkamBuiu T. A.
HayuHbili pyKOBOAUTEIB: K. M. H., AIoLleHT Edpemona O. B.

Kadeapa Tepanuu u o61er BpauebHOM NpaKTUKHU ¢ KypcoM /J[I10

BBeneHue
[lapokcusMasibHass HouyHasg remoryobunypus (IIHI) - 3To penakoe
npuobpeTeHHOE KJIOHaJIbHOE 3a60/1eBaHME CHUCTEMBI KpOBHY,

XapaKTepu3ywleecsi BHYTPUCOCYAUCTBIM IeMOJIU30M, AUCOYHKIUEN KOCTHOTO
MO3ra ¥ NOBBILIEHHBIM PUCKOM TPOMOOTHYECKUX U OPTaHHbIX OCI0KHeHUH [1].
[lo nanHbIM MexayHapogHoro Peructpa [IHI, nunuuyuuposanHoro B 2003 r.,
3aboseBaemoctb [IHI' cocraBasger 1-1,5 na 1000000 HacesneHus B Tof,
pacnpoctpaHeHHOCTb — 1,59 Ha 100000 yesnioBek [2].

Lleab Mccaea0BaHUA: pa306paTh KJIMHUYECKUH ciaydaur 6oJsibHoro c ITHT,
OonpeAeJUTb CHUMIOTOMBI, NPU KOTOpPbIX Heobxoaumo 3anofo3puthb [IHT,
NOBBICUTh OCBEJOMJIEHHOCTbL 00 3TOM 3ab0JieBaHMM Bpayed [Jpyrux
crenyaJibHOCTEH.

KinHu4yeckum cayyau

[lanueHT: MyxuuHa, 1985 r. p. BnepBble U3MeHeHUs1 B aHa/M3aX KPOBU
ob6HapyeHbl B 2005 roay: maHUWTONEHUs, TUNEPOUJIHUPYOHHEMHS 3a CUYET
HenpsAMou Gppakyuy, runeptpaHcpepasemusi. UckroueHbl BUPYCHbIE FT€NaTUTHI.
Bbl1 BbICTaBJIeH JAWarHo3: XpOHWYECKHMM TrenaTUT MWHHUMaJIbHOM CTeleHH
aKTUBHOCTU. XpOHUYECKas xeJie30/ileuliMTHas aHeMus. [[pyHuMaJ npenapathl
KeJsie3a, remnaronporektopel. B  wuwse 2008 r. u wmapre 2009 .
3aperucTpupoBaHbl 3MKU30/bl reMoJiu3a. [IpoBoaMIach Tepanus
peJHU30J0HOM B Zj03e 1 MI/Kr ¢ KpaTKOBpeMeHHBbIM POCTOM IeMOTIJI00WHA [0

100 r/n1. Bl BbICTaBJIEH AUArHO3 ayTOUMMYHHOM reMOJIMTHYeCKOM aHeMUU. 07.
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04. 2009 r. npoBe/ieHa CNJIEHIKTOMUS B CBSI3U C HEIQPEKTUBHOCTHIO TEPANIUU
npeJHU30J0HOM. ['MCTOJIOTUYEeCKUX JaHHBIX 3a JUMQPOMYy He OOHapyxkeHO. B
aHasu3ax KpoBu oT 08. 12. 2010 r.: remorsiobuH - 68 r/j, jeukouuTsl — 4,8
ThIC./MKJI, TPOMOOUUTHI — 680 Thic./MKJI, CO3 - 7 MM /4, peTUKYJIOUUTHI - 2,5%,
TUIOXPOMHUSA — 3PUTPOLMTOB, 13, c32, 154, M5, 32, 64, 06 6UIupyouH - 15,3
Mkmoaib/a, AJIT - 10,5 E/n, ACT - 66,2 E/n, dpepputus - 9,4 ur/mi. IIpsimasa u
HenpsiMas npo6sl Kym6ca otpunatesnbHble. B muesnorpamme ot 08. 12. 2010 r.:
KocTHbI M03r 60raT KJEeTOYHBIMU 3JIEMEHTAMH, IPUTPOPOCTOK paCUIUPEH,
KPOBETBOPEHHE  NPEUMYUIECTBEHHO IO  HOPMOOJIACTUYECKOMY  THIY,
auMmpouutbl - 13,6%, MoHouuThl - 3%, Na3MaTh4yecKue KIAeTKH - 4%,
MerajsiobJIacTOMIHOCTb SI/lep B 3PUTPOpPOCTKe. B masbHellieM NOpUHUMAJ
npenapaThl KeJse3a nepuoauddeckd. B auBape 2011 r. mocsie nepeHeceHHOU
pecnupaTopHOU UHPEKIUN — TEMOJMTUIYECKUNA KPpU3 (CHUXKEHUE reMOorJiobrMHa
o 60 r/a, runepounnpyoruHemMusi). HasHaueH npeiHU30J10H B A03€e 1 MI/KT C
pOCTOM TeMOIJIOOMHa. B amnpene 2012 r. npoBoausach TpaHCPy3Us
3PUTPOLMTOB (reMorJioouH — 67 r/a), npuHUMaJ npenapaThbl xeJe3a. JJlaHHbIX
3a TreMoJIM3 He NO0JIyYeHO, MCTOYHUK KpPOBONOTEPU He OOHapy»keH (O0TKa3
nanyeHTa OT 00C/ieJOBaHUS KUIIeYHUKA). Jlajsiee y remaToJiora He HabJ/1104aJ1Cs],
Ha KOHTpPOJIb He sBJsijics. B suBape 2017 r. o6csenoBaH y rematosiora KI'bY3
«KpaeBas kinHuYeckass 60JibHUIA». B aHa/M3ax KpoBU: reMoOrJioouH - 74 r/J,
JIEUKOUUTHI — 3,9 ThIC./MKJI, TpOMOOIUTHI — 535 Thic./MKJ, €16, 176, M6, 32, COI
- 33 MM/4; 6uaupyouH - 25,9-9,4-16,5 mxkmousb/a. [Ipo6sl Kym6ca (npsiMas u
HelnpsMasi) oTpullaTesbHbIE.

UMmMyHOobeHOTHNIMpPOBaHMe mNepudpepudeckod KpoBu ot 03. 02. 17 r.
onpepensiercsas kJoH [IHI (ot rpanysnouutoB 70,6%). KioH npejcraBJieH
NpEUMYyLIeCTBEHHO KJIETKAMU TpeThbero Tumna. MMMyHodpeHOTHUNIMpOBaHUE
koctHoro mo3sra oT 03. 02. 17 r.: [laTosnoruyeckudr TUMMQPOUAHBIA KJIOH He
o6Hapy»eH. McciegoBaHre XpoMOCOM KJIETOK KocTHOro Mo3ra ot 23. 01. 17r.:
KapuoTtun: 46, XY. MCKT opraHoB OpiomHo#i mojocTtu: IledeHb yMepeHHO
yBeJsinueHa 3a cueT npaBoi aosu (KBP 160mM, KKP 87MM). CocTosiHue mocJie
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remorsioonHypusa. [lpoBogusace 3aMecTuTesibHasg reMOTpPaHCPY3HMOHHAs
Tepanus C MoJ0KATEJbHON JUHAMUKOU B BU/le IPUPOCTA YPOBHSI TEMOTJI00MHA
no 111 r/n. C maa 2017 r. nmauydeHT NPUHUMaeT NpenapaT paByJM3yMad
(uHru6MTOp KOoMIeMeHTa C5 MPOJIOHTUPOBAHHOTO JleHCcTBUA). B TeueHue 5 et
INpUMEHEHHS paByJiM3yMaba MNPU3HAKOB MNPOPBIBHOIO TreMoJiM3a He ObLio,
NOoKa3aHUK K reMoTpaHchy3un Takxke He Obwio. B OAK ot 13. 07. 2022 r.:
remorjiooun - 160 r/na, sedkouuTel — 4,5 ThiC./MKJ, TpoMbOLUTbl - 312
ThIC./MKJI, CO3 - 4 MM/4, peTukysonutsl — 0,4%, 62, 11, c 38, 1 50, M9. B BAK ot
28.07.2022r.: obm1. 6enok—77,7r/n, AJIT-20,5E/n, ACT - 22,9 E/n1, KpeaTUHUH
- 73,4 mxkmoan/na, JIAT - 306,5 E/n, 6unupyoun - 11,0-2,0-9,0 MKMoJib/ .
[Tocneguuit kaoH I[THI ot 15. 03. 2022 r.: 9,2%.

06cyxKaeHue

Jna IIHI' xapaktepHa Tpuaza CUMIOTOMOB - IeMOJIU3, NAHIUTOINEHU,
TpoM603bl. KninHndecku [MHI' nposiBiasieTcs obiel €i1aboCThio, IOTEMHEHUEM
MOYH, XKEJITYIIHOCTBIO KOXKHU U CKJIep, O0JISIMU B )KMBOTE U NOSICHUYHOM 00J1aCTH,
TpoMb603aMu. XapaKTepHa HeTUIIMYHas JIOKaJu3alus TPOM6O6030B — TPOMOO3bI
BeH NevyeHU (cuHApoM bagga-Kuapu), cocys0B OopTa/ibHOM CUCTEMBI, BEHO3HbIX
CUHycOB roJsioBHoro Mmosra [3]. JlabopatopHo ass [THI' xapakTepHo: aHeMus
(reMosiuTHYecKas 17} 4acTo BTOpUYHAasA xKesezoebUUTHASA),
runepoumJMpyouHeMusi 3a c4yeT HenpsMod ¢pakuuu, nosbiieHnue JIAT,
OoTpHIlaTeJbHbIe MPo6bI KyM6ca.

JlnarHo3s yCTaHaBJIMBAETCS npu MMMYHO(DEHOTUIIMPOBAHUU
nepudepudeckoir kpoBu (omnpeneseHre GPI-cBsi3aHHBIX T'JIMKONPOTEHWHOB Ha
MOBEPXHOCTH 3puTpouuToB (CD59), HelTpodusioB (CD24/FLAER), MoHOLIUTOB
(CD14/FLAER) MmeTO10M NPOTOYHOU LIUTOMETPUH).

BbIBOABI

[IHI' aBasgetca opdaHHBIM (04eHb peJKHM) 3a060JieBaHUEM, HMEIOIIUM
HecneupUUIeCKy1o KIMHUYECKY0 KapTHUHY. BoBJjieueHre B IMarHOCTUKY Bpadei
pPa3HbIX CNIEUATbHOCTEHN C YYETOM NPeo6JiaJlaHUs TOTO UJIM UHOTO CUHAPOMA Y

KOHKPETHOTI'O ITIallMeHTa 4aCTO YAJIMHAET BpeMA YCTAHOBJICHUA JHUAT'HO34a.
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XpOHHYEeCKOe TedyeHHe C Pa3BUTHUEM TSKeJIbIX OCJIOXKHEHUM U BbICOKOU
4acTOTOHU VHBaJIUU3aLUU JiesiaeT HE00XO0AUMBIM NOBbILIEHUE
OCBEJIOMJIEHHOCTH 00 3TOM 3a00JIeBaHWM Bpayel BCeX ClIeUaJIbHOCTEH, Ipex /e
BCEro Bpayerd MNepBUYHOTrO 3BeHa. (C mOdBJIEHHWEM HOBBIX IIpenapaToB
MHruoutopoB C5 cucTeMbl KoMILIeMeHTa (3KyJu3ymab, paBy/an3yMab)
CYIIECTBEHHO VJYYIlMWJach 0601asi BbDKMBAEMOCTb, MOBBICUJIOCH KayeCTBO
»KU3HU 00JIbHBIX C [THT.
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