


bpowitopa, komopyto 8bl Oepxxume 8 pykax, NpeoOHA3Ha4veHa 0718 nayueHmos ¢ OUuazHo-
30M «MlcmuHHasa nonuyumemus (UN)». mo 3a6onesaHue paHee makxe HA3bI8aAI0CH —
«UCMUHHAA 3pumpemus», «<KpacHAs 3pumpemus», «6ose3Hb Bakesan.

OcHOBHasl 3ajava AaHHOI 6poLopPbl — 03HAKOMUTb NaLMeHToB ¢ UM 1 nx 6amnsknx c
3TUM 3ab601eBaHMEM, TaK KaK O0MbLIVMHCTBO COMHEHWI 1 TPEBOT BO3HMKAKOT OT HE3Ha-
HWUA N HeQOMOHMaHKA CyTN 6one3HN. 3HaHKe O TOM, KaK YCTPOeHa crcTeMa KpOBeTBO-
peHusi, MOMOXeT BaM 03HaKOMUTbCA C OCHOBHbBIMUW MEeXaHU3MaMu Pa3BUTUA OONE3HMN.
O6nagas 6onbwUM KonnyectBoM MHbOpPMaLMKM O Ballem Heayre, Bol cmoxeTe ocos-
HaHHO CrefloBaTb BCEM PeKOMeHAALMAM BaLLEro flevallero AOKTopa; 3ToT GaKT ABNA-
€TCA 3aJI0FOM XOPOLIKX Pe3yNbTaTOB JIeUeHUs U CBOEBPEMEHHOTO MPeaoTBpaLLeHNA
OCJIOXKHEHWUI. B 6poLutope TakKe ocBelleHa MeanLIMHCKan TepMUHONorua, Heobxoau-
Mas anA NOHMMaHUs 6o51e3HN. Bcé 3To nomokeT GopMUPOBaHMIO B3aVIMOMOHMMaHUS
mexgy Bamn n Bawmnm nevawym spayvom.

Kpome Toro, 6polutopa 03HakomnT Bac ¢ ocobeHHoCTAMU 06CefoBaHUs, He06X0-
AVMOTO MPU NOCTAaHOBKE AMArHO3a, a TakKe BO3MOXKHOCTAMM neveHusa UM Ha ocHo-
BE COBPEMEHHbIX POCCUNCKUX U MEXAYHAPOAHbIX peKoMeHaUNi, HanucaHHbIX AN
Bpauen.

Ecnn y Bac BO3HUKHYT BOMpOCHI B NpoLecce 03HaKOMAEHMA C JaHHOWM OpOoLLOpO, Bbl
BCerfa mox<eTe 3agaTb 1x Bawemy neyaiiemy spauy.

Y10 Takoe cTnHHasa noanynremuna?

NcTHHaA nonnunteMma OTHOCKUTCA K GOJIbLIOW Fpynne reMaTonornyecknx 3abone-
BaHWU, MMeHyeMblXx — XpoHuuyeckrne MmuenonponudepaTrBHble HOBOOOGpPa3oBaHMA
(XMIH). UM conpoBoxgaetca npogyKumen n36bITOYHOrO KONmMYecTBa 3pUTPOLUTOB.
OcHoBHasa npuumHa UM go cnx nop He BbiABieHa. OgHaKo JOCTOBEPHO N3BECTHO, UTO Y
97-98% 60nbHbIX UMM BbiABNAETCA n3MeHeHve (MyTaums) B reHe JAK2 (cokpalyeHHoe oT
AHycKkrHaza-2). JaHHaa myTauma nsBectHa Kak JAK2V617F. Y octaBwmxca 2-3% 60nb-



Hbix /I BbIABNAETCA MyTaLMA B TOM »Ke reHe, HO ApyromM yyacTtke (12-1 5k30H reHa JAK2).
Yenosek He poXkaaeTcA C BbllleyKa3aHHbIMU MyTaUMAMK, OHN BO3HMKAIOT B npouec-
ce XM3HW. Bbl BomKHbI NOHMMaTb, uTo Ul 3TO He HacneacTBeHHoe 3aboneBaHue. MNpu
3TOM B fiuTepaType onucaHbl cemerHble cinydam XMIH.

Kpome BbiweonncaHHbIX MyTauuin, B mexaHn3me pas3sutmna UM npuHumaeT yyactmne
uenbi pAg HapyLeHWn Ha reHeTUYeCcKoM YpoBHe. B meamuyvHckon nutepatype Bbl
MoxeTe npounTtatb 0 JAK-STAT — curHanbHOM NyTW, akTUBaLMUA KOTOPOro NPUBOAMT K
HEKOHTPONNPYEMOMY POCTY KNEeTOK.

WM noBonbHO pegkoe 3aboneBaHue. 3aboneBaemocTb UM B Mupe coctaBnseT 1-1,9 Ha
100 000 HaceneHus.

MexaHunsm passutua UCTuHHON noanynutemun

[na Toro, uto6bl Nyylue NOHATb, Kak pa3susaetca UMM n Kak 3aboneBaHve BANAET Ha
Baw opraHn3am, He06X0AUMO U3YyUNTb HEKOTOPbIE MOHATHA.

CucTteMa KpOBeTBOPEHMA — 3TO KOMIMJIEKC OPraHoB M TKaHew, bnarofapa KOTopbiM B
opraHu3me obpasytoTcsa, paboTatoT 1 PaspyLIATCA KNeTKN KPoBU. BaxkHelwee mecTo
B 3TOWN CMCTEMeE 3aHNUMAET KOCTHbIN MO3T.

KocTHbI MO3r — 3TO MArkaa NopucTan TKaHb BHYTPU KOCTEN, B KOTOPOW 06pa3yroTca
CTBOJIOBbIE KPOBETBOPHbIE KNETKM (MX TaKXe Ha3bIBalOT reMONo3TUYeCcKre CTBONIOBbIe
KNeTKu), B JaNbHelrweM pa3BrBaloLLMecs B 3penble KNeTKU KPOoBW. 3penble KNeTKn B
JanbHerwem nonagatoT B COCYAbl, FAe HaUMHAIOT BbIMOMHATL CBOK OCHOBHYIO QYHK-
uuto. PcyHOK 2 13 6poLutopbl B NPUIIOKEHUMN.

K 3penbim Knetkam KpoBUW OTHOCATCA: SPUTPOLUTDI, IeIKOLUTbI M TPOMGOLUTDI. Dpu-
TpOUUTbI (KpacHble KPOBAHbIE TefblLia) OTBEYAOT 3a TPAHCMOPT KUCIIopoda K TKaHAM
opraHu3ma; nenkouuTbl (6enble KPoBsAHbIE TefblLa) 0becneunBaoT UMMYHUTET 1 NPOTU-
BOCTOAT UHEKUMAM, TPOMOOLUTBI (KPOBAHblE MAACTUHKM) YYaCTBYIOT B CBEPTbIBaHUN
KPOBU U NPENATCTBYIOT KPOBOTEUEHUAM.



NcTrHHaA nonnunteMma conpoBoXaaeTca o6pa3oBaHNeM U30bITOYHOTO KONMYECTBA
B NMepBYI0 oUYepelb SPUTPOLMTOB, UYTO AeNlaeT KPoBb bonee ryctoi. Takoe cocTosiHue
KPOBY CO3LaeT YC/IOBUA AN 06pa3oBaHMA CrycTKoB (TpoM6oB). Kpome Toro, noBbi-
LIeHHaA rycToTa KPOBM NMPENATCTBYET HOPMaJIbHOMY KPOBOTOKY 1 0becrneyeHunto op-
raHOB M TKaHeWn KNCI0POAOM.

Takxke W conpoBoxaaeTca yBeNIMUYeHNEM PA3MepPOB CeNe3eHKM (CrnieHoMerannen).
CeneseHKa yBeIMUMBAETCA OT TOrO, YTO GepeT Ha cebs KPOBETBOPHYIO GYHKLMIO KOCT-
HOro mo3ra. Tak B cefie3eHKe 06pa3yroTCs oYarv KPOBETBOPEHNSA, Y OHA YBENMYNBAET-
cA. Pexke MOXKeT BCTpeyaTbCA 1 YBENMYEHME NeYeHn (renatomeranus).

ABnaeTtca nu UM onyxonbio? [lonroe Bpema faHHbIN BONPOC Obi1 IPUUYNHON CNOPOB
mMexgy yuyeHbimun. OgHako, Tak Kak UM conpoBoXgaeTca HEKOHTPOANPYEMbIM POCTOM
KJIeTOK, 3TO 3aboneBaHve BCE-TaKU MPUHATO OTHOCUTb K Fpyrne OnyXoseBbiX.

ECTb TPV OCHOBHBbIX OCNOXKHEHMA 3a60N1eBaHNsA, KOTOPblE MOTYT HECTU YrPO3Y U3HMU.
310 TPOM6O03bI, pa3BuUTUE MUenodprbposa (3amelleHre KNeTOYHOro KOCTHOrO Mo3ra
HEKPOBETBOPHOW TKaHbIO) U Nepexos B OCTPbIN NerKo3 (0CTpoe, 310KaYeCcTBEHHOe
TeyeHue 6onesHn).

BHUMAHMWE! OcnoxHeHua pa3gusaromcs peoko, npu 3mom muenogpubpo3 u ocmpeili
neliko3 — KpatiHe peoko!

B nebiote 3a6oneBaHnA TPoM603bl BcTpeyatoTca y 12-39% 60nbHbix AT,

BepoATHocTb ncxopaa B mnenodurbpos coctasnaet okono 0,5% B rog cpefm Bcex nauu-
€HTOB.

BepoATHoCTb ncxopda B ocTpbi neriko3s Bcero 0,34% ot obuiero yncna 6onbHbIX B Te-
yeHwue nep.blx 5 net 3aboneBaHuA 1 1,1% Npy NpofoNXKUTENLHOCTY 6onesHn bonee
10 ner.

B omcymcmaeuu sbiieykazaHHbix ocioxHeHUU, NpoOoIKUMETbHOCMb XU3HU 60/IbHbIX
WIT He omnuyaemca om obweli nonynayuu. NMayueHmel ¢ UM 8 6onbuwiuHcmee cyyaes
MOo2ym XUumb HOPMAslbHOU XXU3HbIO, MAKXe NOJIHOUEHHO, KaK 300po8bie J11o0u.



Ha paHHux stanax, AN moxeT npoTtekatb 63 Kakux-nnbo cMMnTOMOB. 3a4acTyto nep-
BbIM MPOABNEHNEM 6051e3HN MOXKeT ObiTb 06pa3oBaHKe Tpomba (TPom603). Tpom6ObI
MOTyT 06pa30BaTbCA Kak B apTepusXx, Tak U B BEHaX.

K 0CHOBHbIM CMMNTOMaM, KOTopble MOryT umeTb Mecto npu UMM, oTHocaTcA: cnabocTb,
KOKHbI 3y, HOYHAA NOTAMBOCTb, 60NN B KOCTAX, TAXKECTb v 6051 B NeBOM nogpe-
6epbe (CBA3aHbI C yBeIMYEHMEM CeNe3eHKN), NOBbILEHWe TeMnepaTypbl, NoTeps Beca
(PncyHok 1).

CMMNTOMBI MCTUHHOM NONMULUTEMMM
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PucyHok 1. CuMmnmomesl UCmuHHOU noauyumemuu

Hanunuune TOro unv MHOro CMMNTOMa, a TakLpKe CTEMEHN BblPaXXeHHOCTN CUMMNTOMOB Y
KaxZoro nauueHTa MHABMAYanbHbl.



[nsa yno6cTBa MaumMeHTOB M nevallero Bpaya pa3paboTaH cneuranbHbIi ONPOCHUK
MIMH10, npegHa3HayeHHbIN ANA oueHKNn cumMnToMoB. OH MOMOXET OLEHUTb BAUAHUE
CUMMTOMOB Ha Balle coctoaHMe 1 06CyanTb C nevalym Bpayom (PUcyHOK 2).
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Y3HAWTE CBOJ
PE3YJIbT

Wcnonbayifte cneuantHo paspaboTaHHsIil MHCTDYMEHT OLIEHKN CUMITTOMOB
mMuenonponudepatvaHbix Hoscobpazosanwil (MINH): oH nomoxeT oTcnexweaTs
B/MAHVE CUMITTOMOB Ha Ballle COCTOAHVE Ha NPOTAXEHNA BPEMEHU,
ObcyxpaiiTe pesynsTaTsl KaxObiit pas npu NocelleH Bpadga.
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YTO0k MOSHTE SSTKYE ODITD KapTHy CODONT CaMOUYSCTENA, Bceru:
Bl MOMSTS CAGKHTE D02 DANAL M PACCUMTATS O PasyALTAT.

PucyHok 2. OnpocHuk MITH10
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O6cnepoBaHuve npu UCTUHHONM noanymntTemMmnmn

Ona I'Ip&BI/IJ'IbHOVI NOCTaBKM AnMarHo3a n onpeaesieHnAa TakTukn nevyeHmna HEO6XO,D,I/IMO
MONTHOE KIIMHUNKO-remaTtosiornyeckoe O6CJ'I€,|10B8HI/I€ nayneHTa.

Omka3s nayueHma om Kako2o-1u60 u3 8u0o8 06¢/1e008aHUS, MOXem npusecmuKHenpa-
8UJIbHOU NOCMAHOBKe OUA2HO3a, U KAk c/iedcmaue, HenpasuJibHOMY 8edeHUIo (r1e4eHuro)
nayueHma u passumuro OC/10XKHeHuU!

KnuHnueckuin aHanns KpoBU — NCCreloBaHNe, KOTOPOE NO3BOJIAET ONpefennTb Ko-
NINYECTBO KNETOK KPOBW (3pUTPOLUTBI, NENKOLNTLI, TPOMOOLMTBI), CTEMEHb TYCTOTbI
KpOBW (remaToKpUT), a TakKe ONnpeaennTb Hannume Monogbix GOpPM KIeToK B NIENKO-
dopmyne.

Hanbonee yacto NprvUYnHOW HaMpaBieHUA NauuneHTa afa obcnefoBaHUs Mo NoBogy
WM, ABnAeTCcA NoBbILEHNE YPOBHS reMorfiobrHa 1 3putpoumToB. M Kak pesynbtaT —
noBblleHKe remaTtokpuTa (PucyHok 3). Kpome Toro, ¢ TeyeHnem 3aboneBaHus, B 06-
LEM aHasM3e KPOBM TaKXKe OTMEUYAETCA MOBbILLEHVE NIENKOLUTOB U TPOMOOLMTOB.

I‘ema‘roxpu‘r — NoKa3aTtenb rycrotbl
KPOBM

Metunnan

¥ 3popoBbIx Noaed: Hopma RONMUHTEMIS

+  FEMATOKPHT B HOPME.
*+  HopuansHan Teky=ecTE KpoBM.

MpH HETHHHOR NONHLWTEMAK = | —
+  MeMaToKpUT NOBBIWEH, 14 —60%
+ TyoTar, BRI¥AR KROBE. —489% l -

*  Puck tpomBoza.
L

Ona npegoTe {MA OCr i ¥ oBneryeHus cMMNTOMOB KpaiHe
BaMHO NOAOEPKNBATE IHAYEHHE NEMATOKPHTa Ha YpoBHe = 45 %!

PucyHok 3. [Tokazamenu 2ycmomel Kposu



Buoxmmunyecknii aHanms KpoBu — onpegesieHne 6MoXMMmnYecKknx napaMeTpos, AB-
NALWMNXCA NOKa3aTeNAMN COCTOAHMA OPraHOB U CUCTEM OpraHu3Ma (neyeHb, NOYKN,
0bMeH xenesa). BaxHbIM NokasaTtenem ABAAETCA UCCNeJOBaHVE YPOBHA SHAOTeHHO-
ro 3pUTPOMNO3TUHA — ECTECTBEHHOMO CTUMYJIATOPA BblPabOTKM KNETOK 3pUTPOVAHO-
ro pspa.

Mopd¢onornueckoe n rucronornyeckoe UccnefoBaHne KOCTHOro mMmosra (nyHK-
LuMA 1 TpenaHo6moncna KOCTHOro mMosra) — UcciefaoBaHue, 6narogapa KoTopomy
MOHO OLIEHUTb COCTOSIHME KPOBETBOPEeHMA. [McTonornyeckoe nccnefoBaHvie sBns-
eTca obA3aTeNnbHbIM NPU NOCTaHOBKe AnarHosa WM. Kpome Toro, MoXeT BO3HUKHYTb
NOBTOPHasi HEOOXOAVMOCTb B HEM MpW JafibHENLLEM Pa3BUTUM 3aboneBaHuA, Ans
BbISIBNIEHWA NporpeccupoBaHmns B ¢pnbpos. Tonbko 6narogapsa 3TOMy MCCNefoBaHNIO
BO3MOHa KOMIMJIEKCHAsA OLeHKA BCEX POCTKOB KPOBETBOPEHUSA, a TaKXKe BblABNEHNE
Hannuna Grbposa B KOCTHOM Mos3re. Mpoueaypa NonyyeHns MaTepriana HasblBaeTcs
TpenaHobuoncrei. [JoBOIbHO YacTO NaLMeHTbl OTKA3bIBAOTCA OT UCC/IeJOBaHMA 13-3a
CTpaxa nepep 6onblo.

[MayueHmam Heob6x00UMO 3HaMb, YMO UCC/IE008aHUE NPOBOOUMCA Nod dHecmesuel, 8
meyeHue HeCKO/IbKUX MUHym. BoinosiHAemca ucciedo8aHue 8 ambys1amopHbIX yCa08UAX
(cocnumanusayusa He mpebyemcs). [lepeHocumca npoyedypa nodasnaouum 60/16UUH-
CMBOM nAayueHmMos 8noJiHe y008/1emeopumesibHo!

MoneKynsipHo-reHeTU4YecKoe nccnegoBaHvie nepudpepryeckor KpoBM Ha Hanu-
yne mytauum JAK2. BoisBneHve faHHOW MyTaLmy ABAAETCA OAHUM U3 NOATBEPXKAato0-
wx dpaktopos anarHosa UIM. 3abop KpoBW ANs AaHHOIO UCCNIeA0BaHNA NPOU3BOANT-
CA 3 BEHbI.



OcHOBHbIe MmeToAbI N

NeyeHne UM HanpaBneHo Ha nopasneHne 6onesHu, NPOPUNAKTUKY OCIOKHEHUI 1
ynyulleHne KayecTBa XKM3HM nauueHTa. [JocTuraeTca 3TO MyTem CHUXKEHWUA TyCTOTbl
KPOBW, YMEHbLUEHUS KONTMYECTBA N3ObITOUHbIX KITETOK.

[ns npodunaktnku Tpomb60308, B NePBY0 oyepeab HEOOXOAMMO NOCTapaTbCsa MaK-
CUMANbHO YMEHbLUUTb BVsAHME $aKTOPOB, MPOBOLMPYIOWKX CepAeYHO-COCYANCTbIE
OCNOXHEHUA. BaXKHbIM 371IeMEHTOM B CTPYKTYpe NpodUIakTUKN TPOMOO30B ABNAETCA
nopgaeprkaHve 3a0poBOro o6pasa KN3HM (0TKa3 OT KypeHua, NnpeaynpexaeHuve v ne-
UeHue OXMPEHUS], CaxapHOro AnabeTa, apTepuanbHO TMNEPTEH3UN).

OpHow n3 rnaBHbIX uenen npu neveHun WM anaetTca nogaepaHne HOPMasbHOro
ob6bema KpoBu 1 eé ryctoTbl. OfHMM 13 CNOCOBOB AOCTUXKEHMUA 3TON Lenun ABnaeTca
KpoBonyckaHue. C MOMOLLbIO KPOBOMYCKaHUA Mbl JOCTUIAaeM CHIKEHUA YPOBHA re-
MaToKpuTa. Hannyuwmii yposeHb remaTokpuTa npu UMM He npeBblwaeT 45%. bnaroga-
PA CHUXKEHWIO MYCTOTbl KPOBU YMEHbLLAETCA PUCK Pa3BUTUA TPOMO030B. Takxe nocne
KPOBOMYCKAaHNA OTMEUYAETCA YMEHbLUEHNE NHTEHCUBHOCTY FONTOBHbIX HOnel, CHXe-
Hue All. KpoBonyckaHve oCywecTBAAeTCA NyTeM BBeAEHWA UTfibl B BEHY 1 YAaneHus
yactu Kposu. [Mocne npoueaypbl KPOBOMYCKAHUA MOXKET OTMeYaTbCA HebosbLIoe ro-
NoBOKpyxeHme. YactoTa n o6bem KpOBOMYCKaHNA ONpeaensaoTca levalliM Bpayom B
3aBUCUMOCTHM OT NoKasaTenein KpoBu. Kpome TOro, KpoBOMycCKaHne MOXeT NPUBOAUTb
K CHUXKEHUIO YPOBHA »Kefle3a, OQHAKO 3TO He TpebyeT npuema »Kene3oCcopeprkaLlmnx
npenapaTos.

Takxe cylecTByeT APYrom, HO MOXOXWI CNocob yaaneHna S3puTPoOLMUTOB — annapart-
HbI 3puTpounTadepes. Mpn 3TOM 13 KPOBU U3BNEKAOTCA SPUTPOLUTBI C MOMOLLbIO
cneumanbHOro annapaTta, a Apyrve KOMMOHEHTbI KPOBY BO3BPALLAeTCA NauneHTy o6-
paTHo.



JlekapcTBeHHas Tepanus

AHTMarperaHTbl — rnpenapaTbl, YMeHblUaLWMe cTeneHb ryctoTbl Kposu. Hanbonee
pacnpocTpaHeHHbi npenapat npu UMM sTo auetuncanuumnosas kucnota. OHa Ha3Ha-
yaeTca rnpakrtnyeckn scem naymeHTtam ¢ UM B gosax ot 50 go 150 mr B cyTku. Ha ycmo-
TpeHyve Ballero nevallero Bpava Takke MOryT Ha3HauyaTbCA U gpyrme aHTuarperaHTbl
(knonepgorpen, aUNUpPULamon).

AHTMKOaArynaHTbl — npenapaTbl, obnagatooLme NpoTMBOCBEPTLIBAKLMM SbPeKTOM.
Yawe Bcero AaHHble NeKapCTBA HAa3HAYaAKTCA MOC/e COCTOABLINXCA TPOMOO30B (UH-
bapKT MMoKapaa, BEHO3HbIN TPOMO03), a TakKe Mocs/ie onepaTrBHbIX BMELIATENbCTB.

Mmapokcnkap6ammp — npenapat, HanpaB/eHHbIN Ha NoJaBNieHre N36bITOYHOrO 06-
pa3oBaHNA KNEeTOK B KOCTHOM Mo3re. CMoco6CTBYET YMEHbLUEHNIO KONMYeCTBa nen-
KOLMTOB, TPOMOOLIMTOB, SPUTPOLIUTOB, a TakKe Pa3MepoB ceneseHKku. [Jo3npoBKa 1
KPaTHOCTb Npuema rMapoKcukapbammnga onpeaenserca ievalyim Bpauom B 3aBUCU-
MOCTM OT NMoKa3saTenein KpoBu.

Kpome Toro, cywecTByioT fpyrve NpoTUBOOMNYXOJEBbIE NpenapaThl, obnagatoLe no-
XOXVM NOAaBNALWMM BO3AENCTBUEM Ha MATONIOrMYECKMEe KNeTKN (MepKanTonypuH,
MUniepaH, LMTo3ap).

NHTepdepoH — MMMYHHbIN NpenapaT, TakKe BAMAWNIA Ha 06pa3oBaHMe KNeToK B
KOCTHOM MO3re, yMeHblUeHVe pa3MepoB cene3eHKU. [1pn xopoluern nepeHoCMmocTu
1 ANUTENbHOM NeYeHNN BO3MOXKHO JOCTMKEHME CTOMKOrO YNyylleHnA nokasaTenen.

NHrmbuTopbl AHYCKMHAa3bl — 3TO LieNeHanpas/ieHHble (TapreTHble) npenapaTbl, No-
JaBnsawolme nepegayvy curHana B Bbiwe ynomaHytom JAK-STAT curHanbHOM nyTu, KO-
TOPbIN ABNAETCA BaXKHbIM B pa3BuTum UIM. OHM NPUBOAAT K CHUXKEHMIO POCTa KIETOK,
YMEHbLUEHVIO Pa3MepOB Cele3eHKN Y MHTEHCMBHOCTM CMMNTOMOB 60e3Hu (NoBbiLue-
Hue TemnepaTypbl, CNaboCTb, NOTAMBOCTb). PYKCONMTMHNG — 3TO NOKa €4MHCTBEHHbIN
NHIMOUTOP AHYCKIMHA3bI, 3aPerncTpUpPOBaHHbIN B HacTosALLee Bpema Ana neveHnsa WM.



Bbl donxHbI 8ce20a NOMHUMb O MOM, YMO peuwleHue O Jle4eHUU mem U/IU UHbIM hpenapa-
mom, 003UpOBKA U KPAMHOCMb NPUMeHeHUs 0NpedesIaiomcsa MoJsibKo 1e4awum 8pavyom
ucxo04 U3 pes3ysibmamos npogedeHH020 06csiedo8aHusA! Y 01a docmuxeHUA MAKCUMAslb-
HO nooXXuMesbHo20 3hghekma, Heobxo0uMo cmpozoe cobsitooeHUe npednucarud spayal

B npouecce neyeHnsa HeobxoaNMO ANHaAMUYECKOe HabnoeHe 3a Bawym coctosiHm-
eM 1 nabopaTopHbIMY NoKazaTenamu. OcyLLecTBAAETCA 3TO C MOMOLLbIO perynapHoro
06cnefoBaHNA, KOTOPOE BKIIIOYAET OCMOTP FeMaToNora, KOHTPOJIb KIMHUYECKOro U
OUOXMMMNYECKOTO aHann30B KPOBY, YNIbTPa3BYKOBOE MCC/iefoBaHNE OpraHoB 6pioLu-
HOW MOMOCTY, UCCNefOBaHe KOCTHOrO Mo3ra (NMyHKUmMs, TpenaHobuoncusa). Mpwn He-
06X0ANMOCTM MOTYT OblTb Ha3HaueHbl JOMONHUTENbHbIE UCCNEA0BaHUA MO APYrM
opraHam 1 cuctemam.

Yacmoma nposedeHus ucciedosaHuli 8 npoyecce iedeHus onpedensemca Bawum ne-
yawum epadom! 3adayel nayueHma asasemca cmpozoe cobnooeHue peKoMeHO08aH-
HbIX CpOKOB 06C/1e008AHUSA U NPOXOXOeHUe 8CEX Ha3HAYEHHbIX npoyedyp!

B 3aknouyeHnn, HECKONIbKO COBETOB nayvieHTam ¢ IcTuHHOM nonuuyutemuen:

« Baw duazHo3 - 3mo He npuzosop! B cospemerHol 2emamosiozuu VT MoxxHO Oepxame
noo KoHmponem!

«  0/19 NpasusbHOU NOCMAHOBKU OUAd2HO3a U MAKCUMA/IbHO20 UCK/TIOHYEHUS 803MOXHbIX
owubok, Heobxo0umo nosiHoe obcsiedosaHue 8 debrome 6one3HuU! Henb3a omkasel-
8amMbCA HU OM Kakux npoyedyp obcinedo8aHus!

«  cmpoezoe cobsirdeHuUe pekoMeHOayuli 8awiez0 e4aujezo 2eMamosio2a — 3a02 ycnew-
HbIX pe3ysibmamos eyeHus!

+ Heobxo0uMo pezynapHoe HabnoeHUe y 2eMamosi02a 0J18 0CyujecmasieHUs KOHMpo-
J15 Ha0 60J1e3HbIO U CBOEBPEMEHHO20 BblSIB/IEHUS U JIeUeHUS NpoepeccuposaHus!



KOJIIEKTUB ABTOPOB:

LLinx6abaesa xxapuAaTt MicmannoBHa — K.M.H., reMaTosnior MOCKOBCKOIro ropoACKOro re-
mMaTtonorunyeckoro ueHtpa Kb nmenn C.I. boTkrHa [lenapTameHTa 3gpaBoOXpaHeHNsA
r. MockBbl;

BuHorpagosa Onbra lOpbeBHa — A.M.H., npodeccop, 3aBeaytowtas MOCKOBCKMM ropoa-
CKnM rematonorunyecknm ueHtpom MK nmern C.IN. boTknHa [lenapTameHTa 34paBOOX-
paHeHuA r. MOCKBbI — Bpay-remaTonor.

CJIOBAPb TEPMUHOB
FenaTomeranus - yBenmyeHne nevyeHu.

KocTHbI MO3r — MArkas, rybuyaTasi TKaHb B LIEHTPE KOCTU, Npoayuupytowan benbie n
KpacHble KIEeTKN KPOBW, KPOBAHbIE MAACTUHKN.

JleKo3 - 3710KauecTBeHHOe onyxoneBoe 3aboneBaHue KpoBWu.

JlenkouuTbl = 6enbie KpoOBAHbI€ TeJiblja = 6enble KNeTkun KPOBWN — KNETKK, 3allin-
wawume yenoseka ot I/IHd)eKLlI/II/I.

Mwueno - npucTaBKa, B NepeBoje C rpeYeckoro 03Hauarwasn «KOCTHbIA MO3r.
CnneHomeranusa — yBeNIMyeHne ceNie3eHKu.

CTBONOBbIE KINETKN = KneTKku-npeawecrBeHHNKN — He3spenble MmoJiogble KNeTku
KOCTHOIO MO3ra, KOTOpble AaloT B HOpMe Ha4alo BCeM 3/1eMeHTaM KPOBU.

TpenaHo6uoncua — n3bATUe 06pa3Lia TKaHM KOCTHOTO OpraH1M3Ma Ans 3ydYeHus nog
MUKpockomnom. Obpasel TKaHV B 3TOM CJlyyae Ha3blBalOT TPENaHOOMONTaTOM.

Tpom603 - popmmpoBaHMe CrycTka KPOBY B KPOBEHOCHOM COCYAE (BEHE Unn apTepun).
DOunbpos - 3ameLeHne 300POBbIX KNETOK PyOLIOBOM TKaHbIO.

U,I/ITOPEAYKTI/IBHaﬂ Tepanua - JieyeHne, HanpaBleHHOE Ha CHUXXeHMe npoaykuunn
KJTETOK.
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LUEHTPbI, OKA3bIBAIOLWWHME CNELUANTU3UPOBAHHYIO MOMOLLDb
NAUMEHTAM C MUENONPOJINOEPATUBHBIM HOBOOBPA3OBAHUAMM:
r. MockBa:

1. MOCKOBCKUI rOPOACKON rematonornyeckuii ueHTp NbY3 ropoga Mocksbl [opog-
cKafA KnnHnJyeckas 6onbHuua nmern C.IM. boTknHa JenapTameHTa 34paBooxpaHe-
HUA ropoga MockBbl, 2-1 BOTKMHCKMI Np-A, 5. +7 (495) 945-43-00

2. OIbY HaunoHanbHbIN MeANUUHCKNIA LeHTP remaTonorunm M3 PO. HoBbli 3bIKoB-
CKWI npoe3g, A. 4. +7 (495) 612-45-51

r. CaHkT-lNeTepbypr:

1. ®rbOY BO MNCMBrMy mnm. U.M. MNasnosa, knuHnka HAUNAOMMT nm. P.M. TopbaueBo,
CaHkt-leTepbypr, yn. PeHtreHa, o.12. +7 (812) 338-62-61

2. OIbY PocHUNIT ®MBA Poccun, CaHkT-leTepbypr, yn. 2-CoBeTcKas, 4.16

3. OIbY HaunoHanbHbIN MeauUMHCKUI LueHTp um. B.A. AnmaszoBa M3 PO CaHkT-lle-
TepObypr, yn. AKKypaToBa, . 2. +7 (812) 702-37-03



KOHTAKTbI:

MNpencepatenb NnpaBneHnA:
MACHWKOBA NpwnHa BnagummnpoBHa

3amecTuTenb Npegcenartens
NOTOCAH Hensa CepreeBHa

NcnonHutenbHbl AnupeKkTop
BOJIbLLAKOBA Bepa AHaTonbeBHa

E-mail: vooz@bk.ru
www.rare-diseases.ru

Bcepoccuiickoe obwecTBo peakux
(opdaHHbIX) 3a6oneBaHNiA.
125315, . MockBa,

yn. YacoBas, g. 24, cTp. 2, KOMH. 27

Bcepoccuniickoe obLecTBo peakux (opdaHHbIX)
3aboneaHuii (BOO3) cozpaHo B 2012 rogy no nHMLuaTee
NaLMeHTOB, UIEHOB UX cemeli 1 3KcnepToB. K pegkum unu
«opdaHHbIM» 3a6oneBaHnAM B Poccum OTHOCAT 6onesHu ¢
pacnpocTpaHeHHOCTbIo MeHee 10 yenosek Ha 100 000 Ha-
ceneHwus.

OCHOBHASA LIEJIb OTPAH3ALNN:

- MOMOLLb MaLMeHTaM C pefKkuMKU 3aboneBaHuAMU pea-
NN30BaTb CBOE KOHCTUTYLIMOHHOE MPaBO Ha fieyeHue, co-
BEPMEHHYIO AMArHOCTUKY, peabunuTauuio 1 counanbHyo
noanLepKKy.

Bcepoccuiickoe obuectBo peaknx (oppaHHbIX)
3aboneBaHuii ABNAETCA UeHOM pabouel rpynnbl No pea-
KM 6onesHam Bcepoccumiickoro Cotosa naumnentos (BCI),
uneHom CoBeTa Mo 3aluTe nNpae nauveHToB npu M3 PO.
Bcepoccuiickoe obuwectBo pefkux (opdaHHbIx) 3abosne-
BaHWI MMeEeT CornalleHne o coTpyaHmnyecTse ¢ Poc3gpas-
Hapgzopom. OKasbiBaeT MOAAEPKKY U OPUANYECKYIO MO-
MOLLb CEMbAM, CTONKHYBLUMMCA C pefiKum 3abonieBaHneM.

Pasgensete Hawy no3nuuio — NoaAep»KUTe Hac

WMHH/KIM 7714400977 /774301001

OrlPH, OKMO 1127799005080, 09150445

MonHoe HaMeHoBaHMe H6aHKa OAOQO «CBEPBAHK POCCHI»

Apnpec 6aHKa 117997, r. MockBa, yn. Basunosa, g. 19 (Jon. opnc 9038/1577)
BUK 044525225

Kopp. cuet 30101810400000000225

PacueTHbI cueT 40703810838060072660

HasHaueHue nnatexa BnaroTBopuTtenbHoOe NoXKepTBOBaHVE Ha BefjeHNe YCTaBHOM

featenbHocTn OBLEPOCCUIICKO OOLLECTBEHHOI OpraHn3aLun
«Bcepoccniickoe o6LwecTBO pefKrx (opdaHHbIX) 3a6oneBaHn»
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