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YKanobbl 1 aHaMHe3

XAJOBbI: Ha «CUHSAKU» NO
nepegHey NOBEPXHOCTU KOXU
TYJNIOBULLA U HA HMXKHUX
KOHEYHOCTSAX, Nocre HebonbLnx

TpPaBM UINN CNOHTAHHO, HOCOBbLIE
KpOBOTEe4YEeHUs, KPOBOTOUYMBOCTb
OECEeH.

AHAMHE3 XXU3HW: Pogunack n Bblpocna
B CaHkT-lNeTepbypre, nepBbii pebeHOK B
cembe. Pocna 3gopoBbiM pebeHKkoMm, OT
CBEPCTHMKOB He oTcTaBana. MatepuanbHo-
ObITOBbIE YCIOBUA YOOBNETBOPUTESBHbLIE.
[MoceliaeT cpegHo LKoY, yyutca B 7
Knacce.

[lepeHeceHHble 3aboneBaHna: OPBU 1-2

pasa B Tro[, aHrMHa, BeTpsiHaa ocna,
aNMOeMUYecKkMn  NapoTUT,  BUPYCHbIN
renatmt «A». HacnegocTtBeHHOCTb  He

OTAroeHa.

AHAMHE3 3AGE0JIEBAHUA:

BonbHOM cebsa cumTaetr ¢ koHua 2011 r.,
Korga nocne BUPYCHOM NHpeKLMn
NOABUIINCb «CUHSKM» Ha TynoBuwa u
KOHEYHOCTEM U  pPas3BUIIOCb  HOCOBOE
KpoBOTeYeHue. bbina rocnutanmanpoBaHa B
BonbHULY NM. Payxdyca, roe
avarHoctmpoBaHa 6onesHb Bepnbroga
[Tlocne Kypca ne4vyeHuss NpPeaHn30sIoHOM
yyBCcTBOBana cebsa xopowo. Ho yepes 10
MecaUEB, Nnocne nepeoxnaxneHns, BHOBb
BbICbINanu «CUHAKM» Ha Terne v bbln annu3on
HOCOBOro KpoBoTeyeHusi. Jleunnacb cC
NONOXUTENbHbIM adpcpekToM, 003y
npeaHn3onoHa ydanocb CHU3MTbL o 10
Mmr/cyT.[lpegnaranacb CHASIEHIKTOMMUA, OT
KOTopou poautenu 6ONbLHOW OTKasarnuch.
HakoHeu, c¢ 10.01.2014, nocne OPBW,
npodpysHoe HOCOBOE
«CUHAKN» Ha

OTKPbINOCb
KpOBOTEYEHME, BbICbINanu
Horax n nepeaHen NOBEPXHOCTU TYNOBMLLA,
rocnutanuaMpoBaHa B KIAWHUKY AOETCKUX
oone3Hen BMepA.



OBCYXIOEHWE xanob n aHamHe3sa

e OBCYXIEHHE xan00 u aHaMHe3a:

IIpu anHanuze owcano6 BaXKHO OOpaTUTh BHHUMAHUE Ha
JOKAIW3AlMI0 TeMOPPAarnyeCKUX BBICHITAHWN (Yallle Ha HUKHHUX
KOHEYHOCTSIX M Ha NEepeIHEH MOBEPXHOCTH TYJOBHIIA), HA HOCOBBIC
KPOBOTCUYCHHUS (CIIOHTAHHBIC WJIM IOJI BIWSHUEM HE3HAYMTEIIbHBIX
TpaBM). OCHOBHOE, HA YTO HY>KHO OOpaTUTh BHUMaHUE MpU cOoOpe
aHaMHe3a Y TAIMEHTOB C TPOMOOIMTOIICHUYECKON NypIypori— 3TO
Hayajio 3a00J€BaHMs B AETCKOM Bo3pacte, nmocie 10 jer B 2-3 paza
qale y JMIl )KEHCKOro Ioja. Takxke cleqyeT OTMETUTh XOPOIIMH
ne4eOHbIN A(PDEKT OT Ha3HAYCHUSI TTIFOKOKOPTUKOHW/IOB.

e BaXHO 3alIOMHHUTD;

TpomOonuTonennueckas  mypnypa (0one3nb Bepabroda)-
3a00JI€BaHuE, XapaKTePpU3YIOIIUECs CKJIOHHOCTBIO K
KPOBOTOYHMBOCTH, OOYCJIOBJICHHOM TpoMOOIUTONIeHUEH. SBseTcs
HauOoJiee  pacHpoCTpaHEHHBIM  3a00J€BaHUEM W3  TPYIIIEI
reMOpparuv4eckux  Jauare3oB.  3a0ojeBaHWE, KaKk  MOPaBHIIO,
MaHU(DECTUPYET B JETCKOM BO3pacCTe, Y JIEBOUEK BCTpeyaeTcs B 2-3
pasa yaile, 4eM y MaJIb4HKOB.



OB6BLEKTUBHbLIN CTATYC U €I0
Cocrosnue CpCI[HCfI TSAXKCCTHU. COSH&HHCQ—@ Q% %HM@XCHI/I}I yI[OBJ'IeTBOpI/ITeJILHOF O IIMTaHUs.

KokHble NMOKpOBBI ¢ ONEAHBIM OTTEHKOM,Ha KoXe "fiepefHeil MOBEpXHOCTU _TyJOBHIIA | BHYTPEHHEU TIOBEPXHOCTH
HUKHUX KOHEYHOCTEH —KOXKHBIE T€MOpparuy, MSTHUCTO- METEUXHAIbHBIA THUI KPOBOTOYMBOCHTU C Pa3IMYHOU
JAHHOCTBIO TE€MOppAaruil : Hapsly € TEMHO-CHHSAMH OTMEUYAaloTCs OarpoBble, 3€IE€HOBATble U JKEITHIE IIATHA,
6e300ne3HHeHbIe. [IpoObl Ha JIOMKOCTh KaMJLISIPOB (CHUMOTOMBI LIUIKA U KI'yTa) MOJoKUTenbHble. [lepudpepuueckue
TUMQOyY3JIbl HE YBEIMUYEHBI, 32 HCKIIOUYEHHEM HE3HAYUTENbHOTO YBENIWYeHHs MIeHHbIX. Temmeparypa Ttema 36,8°C
OtekoB Het. [1ynbc 98 ynapos B 1 muH., putmuanbsid. AJ[ 110/70 MM pr. cT. [lepkyTopHO IpaHUIIBI CEp/illa HE CMEIIICHBI.

AyCKyJIbTaTUBHO TOHBI CEpALA SICHBIE, BBICIYLIMBACTCA KOPOTKUM CHUCTOINMYECKHUH IIyM HaJ BCEMHM TOYKAMHU
aycKynbTaluu (anemuueckuii). [IepkyTopHO Haj| JIETKUMU SICHBIN JIETOYHBIN 3BYK, JbIXaHUE BE3UKYJISIPHOE, XPUIIOB HET.

Y/l 17 B 1 mun. )KuBoT npu nansnanuu MArkuii 6e30one3HeHHbii. [ledenp u cene3enka He yBenuueHsl. [lokonaunBanue
10 MOSICHUYHOM 00s1acTu 0€30071€3HEHHOE C 00EUX CTOPOH.

OBCY/KJIEHUE 00beKTUBHOIO cTaTyCA:

*TsxecTh COCTOSIHMSL 00YCIIOBIIEHA COCTOSIBIIMMCS] HOCOBBIM KPOBOTEUEHHEM C PA3BUTHEM OCTPOM MOCTreMOpparundeckoi
aHEMUHU.

*/I3MeHeHus Ha KOKE B BUJIE T€eMOpparuil ¢ MATHUCTO-MSATUXHUAJIbHBIM TUIIOM KPOBOTOUMBOCTH U IMOJIOKUTEIbHBIE MPOObI
IIMIIKA U )KTyTa, HECOOTBETCTBUE BBIPA)KEHHOCTH T'€éMOpparuy CTENEeH! TPaBMaTu4eCcKoro BO3AeHCTBHS, TOIUMOphu3M (0T
NEeTeXUil 10 KpyIHbX KPOBOU3IUSHUN) U TMOJIUXPOMHOCTh KOXKHBIX FreMOopparuii (okpacka ot 6arpooBii 10 CHe-3eIEHON
U JKENTOH), acUMMETpusi M 0e300JIe3HEHHOCTh TeMOPPArnyecKuX SIIEMEHTOB XapaKTePHBI TPOMOOLMTONIEHUYECKOM
1340134038

*JIMeBIIEE MECTO KPOBOTEUEHHE NPOQPY3HOTO XapakTepa U3 CIU3HCTOM OOOJOYKM HOCA TAaKXKE XapaKTEpHO s
TPOMOOLUTONIEHUYECKOH MypPITypHl.

*/I3MeHeHune ayCKyJIbTaTUBHON KapTUHBI CO CTOPOHBI CEplLA: HAJIMYKE y MALMEHTKH CHUCTOJIMYECKOrO IyMa HaJl BCEMU
TOYKaMHU ayCKyJlbTallUd Ha (poHE TaxukapAuu, oOyCIOBIEHO Pa3BUTHEM OCTPOW MOCTTEMOpPpPAruyeckoil aHeMuu Hu3-3a
po¢y3HOro HOCOBOI'O KPOBOTEUEHHUSI.

Taxum obpa3zom, NOTYYEHHBIE IIPU UCCIEJOBAHUN OOBEKTUBHOIO CTaTyca JJaHHbIE CBUIETEIbCTBYIOT O HAJTUUUU Y
MALMEHTKH ATOJIOTMYECKOr0 IPOLEecca, COMPOBOKAAOIIETOCS CUHAPOMOM MOBBIIIEHHOW KPOBOTOUMBOCTH, KaK
MPOSIBJIEHUEM TPOMOOLUTONEHUYECKON MypPIypHI.



JTabopaTopHble nccnegoBaHus

AHanu3 nepmngepunyeckon KpoBu: reMorriodunH 88 r/n, apuTpoUnThbl
3,12*1012/n, nenkounTbl 9,7*109/n, cerMeHTosa4ePHbIX 69%, MOHOLUMTOB 12%,
903nHOdMNoB 6%, TpomboumToB 18* 109/n, CO3 20 mm/yac.

Buoxmummyeckn aHanna KpoBu: ooLmmn GunnupyouH — 12,8 mkmons/n, AT 29
en/n, ACT 25 eq/n, KpeaTUHUH 62 MMOS1b/1, XONECTEPUH 2,77 MMOIb/N,
rnoKo3a 4,02 MmMmornb/n.

MMyHOrno6ynuHbl KpoBu: 1gG — 15,92 /. LE - KNeTKN 1 peBMaTOUAHbIN
drakTop — He OOHapPY>XEHbI.

AHann3 Mo4n: oTHocuTerNbHas NNIOTHOCTL — 1018, 6erok — oTpuuaTesibHo,
apuTpoumnTbl 4-5 B n/3p, nenkouunTtsl 3-4 B 11/3p.

Bpemsa kpoBoTeueHns metogom bopxrpesuHka-Baanepa yonuHeHo o 29
MWHYT (HOpMa-10-12 MUHYT).

PeTpakuus KpOBAHOIO CrycTtka pes3ko HapyLleHa: BOBCe He HacTynaerT ( B
HOpPME NHAOEKC peTpakunm 60-75%).

Bpems cBepTbiBaHUA KPOBU — HE U3MEHEHO.

CTepHanbHasa NyHKUMA: YACIIO MerakapmouuToB B KOCTHOM MO3re YBENMYEHHO
00 136 B 1MKN ( B HOpMe 54-114 B 1MKn).

[Mpoba [JukcoHa (BbiSiBEHME aHTUTPOMbBOLUUTaPHbIX aHTUTEN)-
NonoXxutenbHas



MHCTpyMeHTanbHbIe

nccnenoBaHUS

* PeHTreHorpadoua opraHoB rpyaHOWU KNeTKu
6€e3 naTonorn4yecknx NSMEHEHUN.

« OKI — putm cnHycosbin, HCC -86 ya B 1
MUH., QOC He OoTKINoHeHa, AN dPy3Hble
MbILLEYHbIE N3MEHEHUSA.

* Y3W opraHoB bptoLLiHOW noroctu — 6e3
NaTonorn4yecknx U3AMeHeHun.



OBCYXIOEHWE nabopaTopHbIX 1
MHCTPYMEHTalbHbIX UCCNeaoBaHUN

1. YckopeHne COJ. HesHauuTenbHOEe YCKOpEeHMe CKOPOCTU OCedaHusi 3pUTPOLUTOB He SABMSeTCH
cneundnyHbiM Mapkepom bonesHn Bepnbroga n BcTpeyaeTca Npy MHOXECTBE Kak MaTonornyeckux,
Tak M (PU3NOMOrMYEeCKNX MpPOLIECCOB, OTMANYHbIE OT HOPMAasbHbIX BEfMYMH MoKasaTenu MoryT
CBMAETENbCTBOBATb O HANUYNKN Y NALMEHTKM aHEMUN. DTO NOATBEPXKAAETCHA CHKEHMEM YPOBHS HB 1
apUTPOLMTOB. BbipaxkeHHast TpoMBoLMTONEHUS, BNIIOTb A0 MNOMAHOMO X MCYE3HOBEHUS, XapaKTepHa ans
bonesHn Bepnbroga.
2. YBenu4yeHune B KpoBU IgG MOXXHO 0OBbSACHUTL HanNn4nem y 60nbHOM aHTUTPOMBOLIMTAPHbBIX aHTUTEN, T.
K. nocnegHne OTHOCAT NPENMYLLECTBEHHO K 1gG
3. YOnvHeHne BpEMEHUN KPOBOTEYEHUS MPU HEM3MEHEHHOM BPEMEHU CBEPTLIBAHUS KPOBU U PE3KOM
HapyLleHUN peTpakLmm KPOBAHOMO CrycTKa (BNSOTb 4O NOSTHOMO OTCYTCTBUSA)-XapakTepHbl st 6onesHu
Bepnbroda .
4. OBbHapyXeHue B MyHKTaTe KOCTHOrO Mo3ra MOBbILLEHHOIo KOfinyecTBa MerakapuoumTtoB ( 3a cyet
Monoabix hopm — merakapmobnacToB 1 NPO MerakapuoumMToB) XapakTepHo ans 6onesHn Bepnbrodga .
5. BbigBneHne B KpOBM aHTUTPOMOOLMTAPHbLIX aHTUTEN (nonoxutenbHas npoba [dukcoHa)
CBMAETENbCTBYET 06 MMMYHHOM chopMe BonesHn Bepnbrodga .

3AKINMHOYEHNE
KnnHnyeckyto kKapTuHy 6onesHun onpegenser remopparmdeckuii CUHAPOM, KOTOPbIN NPOsIBRSETCS:
1.BO3HMKHOBEHNEM KOXHbIX reMOopparnin 1 KPOBOTEYEHUIN N3 CIIN3UCTbIX 060STOYEK.
2. BeipaxxeHHOM TpombouuTOoneHnen B nepndepmnyeckomn KpoBu.
3. YBenuyeHnem B KpoBu IgG , YANIMHEHMEM BPEMEHU KPOBOTEYEHUSA NPU HEU3ZMEHEHHOM BpPEMEHM
CBEPTbIBAHUS KPOBUM, OTCYTCTBMEM PETPAKLMN KPOBAHOMO CrycTKa .
4. YBennyeHnem ymcria MerakapmoumToB B KOCTHOM Mo3re ( ¢ npeobnagaHnem Mosnoabix popm).
5. BbiiBneHnem B KpOBU aHTUTPOMOOLUMTAPHBIX aHTUTES.



ANropnTM AMarHOCTU4YeCKoro
noucka

1 KnuHuko-aHaMHecTMYeckne AaHHble : Hanuume remopparn4eckoro cuHapoma

(KPOBOTOUMBOCTYU B BUAE KPOBOU3MUSIHUI B KOXKY;KPOBOTEYEHUI U3 CIIN3UCTLIX 0600oYeK,
CMOHTaHHbLIX U Nnoa BINAHNEM HEe3HaYUTESIbHbIX TPpaBM; KpOBOVI3J'II/IFIHVIl7| B Cepo3Hble
000NoYKK, CETYATKY U AP. OTAENbI rNasa, ANYHUKN U FONOBHOM MO3r). Hauaso 3a6o01eBanus B
JIETCKOM Bo3pacTte, rocie 10 jet B 2-3 pasa yaiiie y Juil )KEHCKOTO 1MoJia

2 JlanHbIe OOBEKTUBHOIO OOCJIENOBAHUS : PU TPOMOOIMTONIEHUYECKOU MypIType THUIT
KPOBOTOUHUBOCTH METEXUATIBHO-TISITHUCTBIN (CUHSYKOBBIN). [[aTOTHOMOHUYHBIE CUMITTOMBI
TPOMOOIIUTONIEHUYECKOU IMyPITYyPhI- KPOBOU3IUSHUS B KOXKY, CTU3UCTHIE 000JI0YKH U KPOBOTEUCHUSI.
OTcyTCTBUE ATUX MPU3HAKOB BBI3HIBAET COMHEHUE B TPABUIILHOCTH JUArHO3a.

3 Pesynbrarhl 1a00paTOPHBIX HCCIIEOBAaHUN: B Tepudepruyeckoil KpOoBU BhIPAKEHHAS
TPOMOOIMTONIEHUS : CHIP)KEHUE YPOBHS TeMOITIOOMHA U 3pUTPOLUTOB, yBenudeHue CO ( mpu
pody3HBIX KPOBOTEUEHUSX );yBEIMUYECHUE B KPOBU ypoBHs IgG, yanHeHre BpeMeH! KPOBOTEUEHUS
IpY HEM3MEHEHHOM BpPEMEHHM CBEPTHIBAHUS KPOBH; PEe3KO HapyIlIeHHas ( BIUIOTh JO OTCYTCTBUS)
peTpakiys KPOBSTHOTO CTYCTKa; YBEIMUEHUE YK CIIa METAKAPUOIUTOB ( ¢ MpeodIagaHueM MOJIOABIX
(¢bopM) B KOCTHOM MO3r€; BBISIBICHUE B KPOBU aHTUTPOMOOILIUTATAPHBIX aHTUTEI.
4 Pe3ynbTaThl MHCTPYMEHTAJIBHBIX HcclieoBanuil: peHtreHorpadust OI'TI 6e3 maTomorudeckux
n3MmeHennii; DKI'- 6e3 maroyioruu uiam CUHycoBasi Taxukapaus, 1@ dy3Hble MbIIIEYHbIE U3MEHEHUS
( mpu HanMuMKM aHeMudeckoro cuuapoma); Y3 OBII — 0e3 naTomornueckux N3MeHeHuu (
YBEIIMUEHUE CEIE3EHKU KpaliHEe PEIKO).

[Tpu umeromuxcs nyHkTax 1-4 nuaruHo3 TpoMOOUUTONEHUYECKON MypIyphl (,0JI€3HU
Bepnbroga) BecbMa BEpoOsTEH.



HemeankameHTO3HOoE nevyeHne nauneHTKn

B mnepuon remopparm4eckoro Kpusza - IIOCTEIIBHBIM PEKUM C ITOCTECIIEHHBIM €ro
PACIIUPEHUEM IO MEPE YIracaHUs TeMOPPATUYECKUX SIBJICHUMN.

[Ipy KpOBOTOYMBOCTHU CIM3UCTONM OOOJIOUYKH ITOJIOCTH pra - numa aaércsa B
OXJIAXKIEHHOM BUJIE .

MeankameHTO3HOE fle4yeHue NaumneHTKu

[ TTIOKOKOPTUKOUIBI : TPETHU30JIOH B J103€ 80 Mr BHYTpb 1o 30 MT yTpoM U B 00€f,
20 mr BeuepoMm B TeueHue 10 nHEn.

[Ipenaparsl, CTUMYJIUPYIOIIAE Pa3HbIe 3BEHbA reMocraza:Jram3mwiar 1o 0,25 mr
3p/cyT; AuuuHoH o 4 Mr 4p/CyT.

I'emocraruueckue cpeacTBa : I'emocrarnueckas ryoka ; 3aMOpOKEHHasi HaTUBHAS
mia3ma 300 mi/cyt; TammoHana ¢ amMUHOKanpoHOBOW kuciotou; 10% pactBop
xjopuga kaiaeius BHyTpuBeHHO 10,0 exemneBHo, Pytun mno 0,04 3 p/cyr;
AckopOuHOBas Kuca0Ta BHyTpuBeHHO 110 0,6 / CyT.

JleyeHne ocTreMopparnuecKor aHeEMUH : Ipenaparsl xeine3a — Gepponsekc mo 2 T
3p / cyt.; BuTamuH B12 mo 100 Mkr yepe3 aeHb



O60CcHOBaHWE 1 COBPEMEHHbIE NPUHLMMbI
MeANKaMEHTO3HOIO JIe4YeHuS

Medukamenmosnoe neuernue OONBHBIX TPOMOOIMTONEHWYECKON MypIypol HampaBlieHO Ha YBEIWYCHUE
KOJTUYECTBA TPOMOOIIMTOB W  CKJIAJBIBACTCS M3 MPUMEHEHUS TIIIOKOKOPTHUKOUIOB, CIUICHIKTOMUU U
Ha3HAYEHUS] UMMYHO/IETIPECCAHTOB (LIUTOCTATUYECKUX ).

[TaToreneTnveckoe JieueHUE TPOMOOIUTOIICHUUECKON MypIyphl HAUMHAIOT C HA3HAYEHUsS MPETHU30JIOHA B
no3e 1Mr/kr maccel Tena ¢ €€ MOCIEAYIONIMM CHIDKEHHEM M TOCTENEHHON OTMEHOM Mpemapara Iocie
HOpMaJM3allui KOJIMYECTBa TPOMOOIIMTOB W JIMKBUJALMUA  KIMHUYECKUX M JIA0OPATOPHBIX MPHU3HAKOB
3a0oneBanus. B psjge ciydaeB OAMH Takol Kypc MOMKET MPUBECTH K JJIUTEIBHOM PEMUCCHUU U JTaXKe
OKOHYATeNbHOMY H3jeueHnto. Ho, kak mpaBuio, mociie MOJHOW OTMEHBI MPETHU30JI0HA WIW Jaxe TpH
MOTIBITKE CHYIKEHUS 03Bl HACTYTACT PEIUIUB, TPEOYIOIINI BO3BpaTa K UCXOIHBIM J103aM.

[Tpu HenomHoM 1 HecTaOUIBEHOM 3P deKTe JTeueHUs MPETHU30TOHOM BOZHUKAIOT TTOKa3aHUS K CTUICHIKTOMUU
WIM Ha3HAYeHHI0 MMMYyHojnernpeccanTtoB .Cruienskromusi dddextuBaa B 80% ciyuaeB. E€ pesynbrarhb
JydIie,Korja HOpMalld3alusl 4Yucia TPOMOOIIMTOB HAcTymajga Tocie mpuéma HEOONBIIONW O3B
npennusoiona. Korma crmenskromust He 1a€T oTY€TIUBBIN A(()EKT- Ha3HAYAIOT ITUTOCTATHKH : a3aTUOTPUH
(mo 2-3mr /kr maccel Tena B cyT) unu mukiodochan ( mo200-400 mr/cyt) B Tedenue 3-5 mec. Ilpu
XpoHHueckor (Gopme Oone3HH, Korjga KOJIMYEeCTBO TpomOomuToB MeHee20x109/m,um  mpu3HaKu
KPOBOTOUMBOCTH, HCIIOJNB3YIOT TMPENapaTsl,CTUMYIUPYIONIUE JPYTHe 3BEHBbS TeMOcTa3a : JTaM3WiaT
(aaTududbpunOHTHUECKUH dDPexT) mo 0,25mr 3-4 p/cyT BHYTpPH WIH JUIMHOH (aKTUBHUpYIOIIEE ACHCTBUE
Ha CHHTE3 TpoMOoIacTuHa) 1o 2-4 Mr kaxnaple 4-6 4. Takke NMPUMEHSIOT 3aMOPOKEHHYIO HATHBHYIO
wazmy B 103e 10 600 mir/cyTio

MecTHO KpOBOTEUEHHS OCTAHABIMBAIOT C TIOMONIBIO TE€MOCTAaTUYECKOM TYOKH, TaMIOHAIbl C
aMUHOKAIIPOHOBOM KHCI0TOM. ['eMoTpancdy3uu y 60JbHBIX MPOBOJAT TOIBKO MO )KHU3HEHHBIM TTOKa3aHUSM.
[Ipu nedeHnn MOCTreMOpparnyecko aHeMUn PUMEHSIOT CPEJCTBA, CTUMYIIUPYIOIINE KPOBETBOPEHHE, T.K.
pereHepaTopHbIie CIIOCOOHOCTH KPOBETBOPHOUM CHCTEMBI TP 3TOM 3a00JIEBAHUN HE HAPYIIAIOTCS.




OuddepeHymanbHbin anarHo3 6oresHn Bepnbroda

PacnosHaBaHue 6onesHn Beprnbroa ocHoBbIBAE€TCS HA HaNn4ue
MHOXXECTBEHHbIX reMopparnyeckmx nposiBieHnn, peumamBnpoBaHnm 6onesuHu,
TPOMOBOLMTONEHUN B KPOBW, MOBbLILLEHHOM KONTIMYECTBE (DYHKLMOHASTBHO
HEernoJSIHOLIEHHbIX MerakapnoumMToB B KOCTHOM MO3rY,yaANTMHEHUN BPEMEHN
KPOBOTEYEHUA, CHUXKEHUN UK OTCYTCTBUM PETPAaKLMN KPOBAHOIO CryCcTKa,
NONOXUTENbLHOW Npobe wunka.

B andpdepeHunansHom gnarHoctuke 6onesHu Beprnbroa BaxxHoe 3HaYeHne
NMEET MONOXUTESbHLIW 3 PEKT KOPTUKOCTEPOUOHOW Tepanuu.

[Mpun andpdepeHumauum 6onesHn Bepnbroda nckntoyatoT annasuto
KPOBETBOPEHUSA (anfacTUYeCcKyto aHEMUIO), KOTOpasi XapakTepusyeTcd
pa3BUTMEM aHEMUU U NTEUKOMNMEHUN, ONYCTOLLEHNEM KOCTHOIo Mo3ra.

[emobnacTo3 ( OCTPbIA U XPOHUYECKUIA) OTrPaHNYMBAETCHA HAa OCHOBaHUK
ncenegoBaHNsa nepudepu4eckon KpoBu 1 KOCTHOMO Mo3ra, TpenaHobumoncum.

bones3Hb Mapknadgasbl-Mukenu pacno3HaeTcst Ha OCHOBaHUM
npucTynoobpasHom 60 B XXMBOTE pasfnnMyHON nokannsauum, naHUMToneHnm
C BblPpa)XEHHbIM PETUKYIOLMTO30M, Hann4insi ceobogHoro
remornobuHannasmel 1 remocmnagepuHa B Mode, obHapyxeHust gedekra
MeMbpaHbl 3pUTPOLIUTOB MPU NOMOLLIM caxapo3HOW NpoobbI.

B12-geduumTHas aHeMus Nerko oTrpaHnYMBaeTcsl BCneacTeme eé
rMNepXpPoOMHOro xapakrepa.



