XPOHUNYECKUE
MUENOTNPOJIMOEPATVBHbDIE
SABOJIEBAHNA KPOBW

[loueHT Kadbegpbl BHYTPEHHUX
bone3Hen n ptnanaTpun
JlebepneBa A.B.






OMNPELEJIEHUE

Onyxosb, BO3HMKalOLWaa N3 paHHUX KNeTokK
— npeAaLwecTBeHHUL, MMenonoa3sa,
o pepeHUnpyoLWmxea 40 co3peBaroLmx
n 3penbix hopm
KrneTouyHbIU cybCcTpaT nenkosa

COCTaBMNAIT NMPENMYLLECTBEHHO
rpaHynounTbl, B OCHOBHOM HEUTPOMUILI.
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PacnpocTpaHeEHHOCTb

® Coctasnaet 20% cny4aeB remob6nacTto3oB Y
B3pOCIbIX U 5% — Yy OeTen

® Yauwe Habnogaetcsa y nuy, 30—70 ner;
cpean 60sIbHbIX OTMEeYEeHO HebosnbLLIOE
npeobrnagaHne My>x4nH

® 3aboneBaeMoOCTb XPOHNYECKUM
MWUENOJIENKO30M COCTaBNSET NpumepHo 1,3
Ha 100000 B rog. 3aboneBaemMocTb cpeau
MY>KYUH BblLlLe, YeM cpeau XeHwuH (1,7 n 1,0
Ha 100000 B rog COOTBETCTBEHHO).

® [1o 45 net 3aboneBaemMoCTb YBENMYMBaAETCH
MearieHHo, nocrne 45 net - pesko.



[TATOIM'EHES3

Ha ypoBHe KneTku-npealwecTBeHHULUbI NMPONCXoaunT
TpaHcnokauus t (9;22), 4to npneBoAUT K NOABIIEHUIO TaK
Ha3blBaeMon punagenbpPUumncKon XpoMocoMbl N IKCNpecumn
MyTaHTHoro reHa bcr-abl, koanpytowero 6enok p210,
obnagatoLwmm cBONCTBaMU TUPO3UHKNHASHI.

PasmHoxeHne Ph-no3nTuUBHbBLIX KNETOK B KOCTHOM MO3re,
nepndpeprvecKon KpoBUu N KCTpamMeaynnapHbIX 0bnacTsx cBs3aHo
C UX BbICOKOU NponngepaTUBHON aKTUBHOCTLIO U NOTEpeU
YYBCTBUTENBHOCTU K PErYNIATOPHbLIM CTUMYNam N U3MeHEeHUAM
MUKPOOKPY>KEHUS.

OTO NpMBOAUT K NX AUCCEMUHALIMW, HAPYLUEHMIO NMPOaYKLUUM
LIUTOKMHOB U NOJaBNeHno HOpMaribHOro remonoa3sa.

TpaHcnokauwus t(9;22) asnsaertca guarHoctuyeckoun ana XMJl.
[Mpun e€ oTcyTCTBMM 3a00NEeBaHWe,, ONpedenseTcs Kak aTunnYHbIN
XPOHNYECKNN MNENONENKO3.

HecmoTpa Ha TOo, YTO, NENKO3HLIMM SABMAKTCHA BCe 3 pOCTKa
KOCTHOro Mo3ra, 6e3rpaHnyHbIN POCT B pa3BEePHYTON CTaauu,
KacaeTcsa TOSIbKO O4HOro pocTka — rpaHynouutapHoro. Pexe
OblBaeT 1 NOBbILLEHHAA NMPOAYKUUSA MErakapmoumnTos.



dunapens@umnckasa Xxpomocoma




[laTonornyeckasa aHaTtoMus

[TponcxoguT paspacrtaHne MUeNIOMOHOU TKaHU B
KOCTHOM MO3re C NoYTn MOJSIHbIM BbITECHEHUEM XUpa
B MNJIOCKMX KOCTAX, MNOSIBNEHNEM KOCTHOMO3rOBOIoO
KPOBETBOPEHUA B TPYOYaTLIX KOCTAX (3nndpus,
aonadgous), paspactaHnemM MUENnonaHoOW TKaHu B
cerie3eHke, NneyeHu.

XapakTepHa TpexpocTKoBas nponvdepauus,
pe3ko nNpeobnagaeTt rpaHynounTapHbIU POCTOK.

B KOCTHOM MO3re 00bl4YHO HECKOMbKO yBEJINYEHO
coaeprKkaHne MmerakapuoumToB, OHU BCTPEYHAKOTCA U
B CEJiEe3EHKe.

Jinmcpatnyeckre yanbl B passepHyTOU CTaamu
60one3Hn 0ObLIYHO HE NOPaXKeHbI JIEMKO3HbIM
NMPOLECCOM.



Ctagnn XMJI

* XPOHUYECKas

e aKcenepauus
(NporpeccunpoBaHue)

* ODN1AaCTHbLIN KPU3



KnnHunyeckasa KapTuHa
Ha4YanbHaa ctagus

® //ICTUHHON Ha4YanNbHOW CTagAUU XPOHUYECKOTO
MUENOoNenKkosa, Korga Tofnbko HebonMbLUas YacTb
KITETOK KOCTHOro Mo3ra okasasnachb 6ol ¢ Ph -
XPOMOCOMOW, a 3HAYUTENbHLIN MNPOLIEHT COCTaBNANMU
bbl KNeTkn 6e3 Ph - XxpoMocoMmbl, NpakTUYeCKu
ODHapyXuTb He yaaeTcs.

® XMIJI gnarHoctnpyetcs Ha cTagun ToTanbHOU
reHepanmsauum onyxosm no KOCTHOMY MO3ry C
oOLwmMpHON nponudepaumnen onyxoreBbiX KINETOK B
cerlie3eHke, a YacTo U B MNeYeHU, T.e.B pa3BepHYyTOMN
cTagum

® [lonbiTka BbIAENNTb HAYaribHYK CTaAuio Mo
KITMHNYECKNM MPpU3HaKkam (cCamoyyBCTBUE BOSIbHLIX,
YPOBEHb JIEMKOLMTO3a, pa3Mepbl CENE3EHKN)
HecocToAaTeNnbHa 13-3a HeHa4eXXHOCTU 3TUX
rnokasaTenien n oTCYyTCTBUSA UX CBA3U C nokasaTtensmu
KpOBWU



KnnHmnyeckaa kapTuHa
XPOHUYecKas cTtaauns

XpoHu4eckasi cmadusi 3a0oneBaHUsi He UMEET APKUX KITMHUYECKUX
NPOSABNEHUN.

[NauneHTa becnokodaT obLlee HegomMmoraHme, cnabocTb, NOTIMBOCTD,
CHWXEHWE anneTuTa, pexe rnotepsi Maccol Tena n cybdebpunurer,
4TO 06YCNOBNEHO NOBbILIEHHBIM KITETOYHBLIM pacnagom

Bo3moxHbI xkanobbl Ha 6onu B ieBoM noapedepbe BCreacTBme
YBENMYEHUS CENE3EHKN.

[1pn 0YEeHb BbICOKOM NENKOLMTO3e BO3MOXHO HapyLlueHne
KpoBoObGpaLleHNs1 B NepBYylO o4epeb B rofIoBHOM MO3re B CBSI3U CO
cTaszamMu NenKoLuuToB

B pasBepHyTON cTagmm npouecca BblpaXXeHHOW aHEMUN OBbIYHO He
HabngaeTcs.

Takke He4yacTo B 9TOM CTaamm npouecca HabnogaeTca u
TpomMbouUTONEHUS.

[INnUTenbHOCTb XPOHMYECKOW CTaanu OT ABYX OO0 NATU FeT, KpanHe
peako oo 8-10 ner.



KnnHmnyeckaa kapTuHa
cTagua akcenepauun

® BO3HMKaET nepcuctTupytollas nmxopaaka,
Born B KOCTAX, XapaKTepHbl Tyrble 605 B
nesom nogpebepbe. OTmevaeTcs
yBENUYEHNE MEYEHN Pa3HON CTENEHM
BbIpaXX€HHOCTU N PE3KOE YBENMUYEHNE
CEINe3eHKN.

® [locTeneHHOE nporpeccmpoBaHne
Bblpa)aeTcHd B HEYKNOHHOM YBENMNYEHUN
cernes3eHKn, HapacTaHun NenkKoLunToaa,
TPeObyoLLEro yBennyeHunst 4o3bl
XUMmuonpenapaToB, B HEKOTOPOM CHUXEHUN
nokasaTenemn KpacHoOW KpoBu 1 TpPOMOOLMTOB



CnneHomeranus npmn XMJ1




bnacTHbIN KpuU3
TepMUHanbHaga ctaaus

® BbrracmHbIU KpU3 (mepmuHaibHas cmaousi)
XapakTepmsyeTca NaBMHOOOpa3HbIM HapacTaHNEM
CUMMTOMATUKM.

KnnHuyecku 3To nposaBnsieTcA BHe3anHbIM U3SMEHEHUeM
BCEWU KapTUHbI OONe3HMu:

® Ha4ymMHaeT OLICTPO pacTn ceneseHka 1 B HEN MOSABASAKOTCS
NHMaPKTLI,

® ©e3 BMAMMOW NpUYMHbI NOBbLILLAETCS Temneparypa,
® MOABNAKTCHA CUMbHbIE BONKU B KOCTSIX,

® pa3BMBAaOTCA MMOTHbIE OYarM CapkOMHOIO PocTa B KOXe,
niMMdaTNYecKknx yanax u T. .

® nporpeccupyet renatomMmeranus.

® BO3HMKAIT O4arn akcTpamMmenysnnsgpHOro pocrta, valle BCero B
nm@atnyecknx ysnax.

® pas3BMBAaETCH remopparn4eckuii CUHAPOM.



bnacTHbIN KpuU3
TepMUHanbHaga ctaaus

OQHo 13 nNposBneHNn TepMUHaNbLHOMN CTaanun —
BO3HUKHOBEHME NEeNKeMnaoB B KOXe

JlenkemMuabl KOXWU - crierka npunogHmmatromecs Haa
NOBEPXHOCTbIO NATHA KOPUYHEBATOrO NN PO30OBOIO
LBETA NNOTHOM KOHCUCTEHLMK, HA OLLYMNb
0e300e3HEeHHHbI.

Opyrm o4arom pocTa KNeTok ABMATCA numdaTnieckmne
y3ribl, Fae pasBMBalOTCHA CONMOHbIE OMYXOnu TUMa
CapKOM.

BaXxHenwmm n paHHUM NPU3HaAKoOM TEPMUHANIbHOMU
cTagnmn n npubnmkatrouierocst 6nacTHOro Kpusa sABnsieTcs
passuTue pedpakTepHOCTU K XMMMNOTepanuu.

® CpeAaHAs cyMMapHas npoaomKNTeNnbHOCTb CTaaumn
akcernepauuu m 6nacTtHoro Kpu3sa cocrtasnset 3—6
Mec.



NIEMKEMWObl KOXWA
BITACTHbIV KPU3




OVNATHOCTUKA

Oona noaTrBepXxaeHUs gunarHo3sa
Heo6xoaAMO BbIMNOJIHUTL.:

® KITMHNYECKUIA aHanM3 KpoBU

® CTepHasribHY0 NYHKUMIO (MMenorpammy)

® TpenaHobmnorcu KOCTHOro Mo3ra C
npoBegeHNEM LIUTOXUMUYECKUX U
LUTOreHEeTUYECKNX nccnegoBaHnm



OVNATHOCTUKA
XpOHUYeckas ctaaus

* [lepBbIM CMMNTOMOM 3aboneBaHUA ABNAETCS
HEUTPO(PUNBLHLIN JIENKOLUTO3 CO CABUIoOM A0
MWEeNouUTOB U NMPOMUENTOLUTOB NP HOPManbHOM
camMo4yBCTBUM DOSBHOrO.

® B XpOHUYEeCKYyr0 cmaduro B KPOBU BbISIBMAETCS
nenkouymntos ot 20 I'/n go 100 I'/n co caBurom Bneso,
nHorga — eguHuyHele bnactbl (40 10%). Bo3aMOXHO
yBenmyeHne 4ncna 6asodunos 1 303MHOPUNOB —
303unHOohbunbHO-0a30hpMnNLHaA accounaums.

® [lnToxmummnyeckoe uccrieaoBaHne BbISBMAET CHUXEHUE
aKTUBHOCTU LLENOYHON dbocaTasbl HEUTPOUIIOB.

® [lnarHocTunyeckoe 3HavYeHne MMeroT
domnagenbdunmnckaa xpomocoma u/vunu abl-bcer reH.

® Konm4yecTtBo TPOMOOLUMTOB B OTAENMbHbIX CIly4asiX MOXET
ObITb CHUXKEHO, Yalle oHo HopMmarbHo. B 20—30%
CIly4yaeB C caMOro Hadana oTMedaeTcsi TpoMobounTos,
KOTOPbIN MOXET AOCTUraTb BbICOKUX LUAop.



KapTrHa KpoBWU




MOP®OJ1I0IMNA KOCTHOIO
MOS3Il'A

® KOCTHbLIM MO3r B XPOHNYECKOM
cTagun o4eHb boraT KIeTouHbIMN
anemeHTamu. B TpenaHarte
KOCTHOIro Mo3ra OTMeYaeTCcs Nno4Tu
NOMNHOE BbITECHEHUE XNpa
NPEUMYLLLECTBEHHO
rpaHynoumMTapHbIMU KIeTKkamu.
[1pn BbICOKOM TpOMOOLNTO3E
MHOro merakapmouutoB. B maske
KOCTHOro Mo3ara npeobnagator
rPaHynounThl.

® Mopdornorma KrneTok KpoBu u
KOCTHOIo Mo3ra B pa3BepHYyTOU
cTaguu CyLLEeCTBEHHO He
oTnnyaeTtcs OT HOpMbI. JlnLwb B
rpaHyrnoumTax Hepeako bbiBaeT
CKYOHOCTb 3€PHUCTOCTM.




OVNATHOCTUKA
AKCEJIEPALINA

JlenkounTo3s B nepmndepmnyeckon KpoBMU COCTaBIAET OT
100 I'/n go 200 '/n co caBurom 4o nMPoOMUeEnounToB

OnpepnenaeTtca ymepeHHas aHeMusi 1 TpoMooLUTO3,
pexe TPOMOOLMTONEHUS

KonunyecTtBo bnactoB — 10% u 6ornee, cymmapHoe
Konn4yecTBo 6nacTtoB u npomuernountoB — 30% u

oonee.

BbiaBnserca 303MHOUNbHO-0a3odunbHas
accounauung, BoO3MOXXHO HapacTaHue Konn4yecTBa
b6aszodunos go 20% v BbilWwe

B kocTHOM Mo3re konndyectso bnactoB 12% u Bbilwie

[1pn uMTOreHeTNYECKOM nccrnegoBaHUN BbIABIAKOTCS
OONONMHUTESNbHbIE XPOMOCOMHbIE MONOMKU, HacTo
3aTparmsaroLlme OHKoreH pd3



OVNATHOCTUKA
TEPMWHAITbHAA CTAOUNA

TepMMHanbHasa cTagusa NnenKosa xapakrepusyeTtcst
APKMMW NMPU3HaAKaMKN OMyxXoneBoW nporpeccum

OBbI4HO HacTynaeT TPOMOOUNTOMNEHUS, B pside criyvyaes
HabnogaeTca rnydbokasa nenkoneHms, a bnacrosa Kposu
eLe Her.

Hawye bnactosy npeawecTByeT cBoeobpasHas
aedopmauyma nenkoumntTapHon dopmynbl — NPOLEHT
CErMeHTOB U NanoykosaaepHbIX HEUTPOMUIIOB
YMEHbLUAETCH, HO YBENMYNBAETCS NPOLUEHT MUENOLMTOB,
NpoMMenounToB N 6BNacTHbIX KNETOK

B nepuop 6s:1acmHo20 Kpu3a Konny4ectso bnacToB B
nepudpepunyeckon kposu npesbliwaeT 20%, ncyesatot
co3peBarLme QpopMbl — POPMUPYETCA NENKeMNYeckoe
3nsiHME, XapaKTepHoe Ans OCTPOro MMenosienko3sa.
BbipaxeHa aHeEMUA N TPOMBOOLINTOMEHUS.



MOP®ONOIMMA KOCTHOIO MOS3IA
BITACTHbIV KPU3

® B KOCTHOM MO3re KOJm4ecTBO
6nactoB 30% n 6onee. Npwn
LMTOXUMNYECKOM
nccnegoBaHnn onpeaensieTcs CML Blast Crisis
NOBbILLEHNE aKTUBHOCTM ' iprin i '
LeriouHon pocdaTasnl
HENTPOdUNOoB.

® Mopdonormusa 6nacToB B
TepMUHarnbHOU cTaaum
MEHSETCA MO CPaBHEHUIO C
TOW, YTO OblNa y bnacToB B
pa3BepHYyTON CTaaun:
NOSABMSAOTCS aTUNUYHbIE
doopMbI C LLMPOKOM
LUTOMMa3mon, c
HernpaBuITbHbIMU KOHTYpaMu
sapa n umtonnasmbl.




[lnarHocTunka
OnacTHbIN KpU3

Mopdonorna 6rnactHoro Kpusa otnnyaeTcd 0orbLUNM
pa3Hoobpa3nemMm. OH MOXET ObITb NPEUMYLLIECTBEHHO
MMenobracTHbIM, UM MMENOMOHOBMACTHLIM, UK
MOHOOMACTHbIM, NN 3PUTPOOMACTHLIM (KapTUHA
OCTPOro apuTpommenosa), unn merakapoobnacTHbIM

BaxxHeuLwnm anemMeHTOM TepMUHanbLHOU ctaaum
ABNAETCA YrHETEHME HOPMaribHOIro KPOBETBOPEHUS.

B page cny4yaeB Ha4yano TepMuUHanbHOW CTaanu
COMpPOBOXOaeTcs ObICTPbIM yBenu4eHnem ceneseHkun. Ee
MYHKLUNSA OOHapYy>XMBaeT BbICOKUI NPOLEHT 6rnacToB.

Hepeakum cmmnToMOM TEPMUHANbLHOW cTagaun
CTaHOBUTCH yBENMU4YEeHWe NeYeHn ¢ pasBMTMeM B HEU
MNENONOHOWU TKaHWU.



JIEYEHUE

Llenu Tepanuu - KOHTPOSb N3OLITOYHON
nponudepaumm MMeNoOnaHbIX KNeToK, NPMBOOSALLNNA K
3aMeNIeHno Unn NpeaynpexaeHuto nporpeccum
XMIJ1 n «n3neveHunto» 3abonesaHus.

BHe 3aBMCMMOCTM OT BO3pacTa u ctagun
3aboneBaHusa HeobxoamMmo npoBedeHue
paguKanbHOM Tepanuu, HanpaeneHHOM Ha
YHUYTOXEHMNE NENKOIHOMO KINOoHa.

Mpu oTCYyTCTBUU CUMNTOMOB XPOHUYECKOIro
Muenosnenkosa Ha poHe cTabunbHOro NenKoLnTo3a,
He npesbiwatowero 40-50 I'/n, npumeHsitoT
rMAPOKCUMOYEBUHY UNu 6ycynbdaH 0o
OOCTMXKEHUS coaepXaHusa nenkountos B Kposu 2007/n.

Mo mepe nporpeccnpoBaHnst XPOHNYECKOro
MUersionemnkosa nokasaHbl rMOPOKCMMOYEBNHA
(rmgpaa, nutanup), a-UOH. Npu 3Ha4YnTensLHOM
cnneHomMeranmm NpoBoaAT 0bny4YyeHne ceneseHku.

B ctagum akcenepauum ctaHgapTHasa Tepanus
ManoaddekTneHa, obbIYHO 3aboneBaHme
nporpeccupyeT. BoaMmoxxHO neveHne manbiMn go3amu
LMTO3MH-apabuHo3naa

B nepuog 6nacTtHoro Kkpusa ocoboe 3Ha4yeHue
npuobpeTaeT cuMnToMaTuyeckas Tepanus,
NPOBOAMMAS COrMacHO NpuHLUMNaM fnevYeHus
GonbHOro ¢ OCTpbIM felko3oM. Bbibop npenapaTos
ANS XMMMoTepanun onpeaensieTcs Tak e, kak ans
GONbHOro OCTPbLIM NENKO30M — C Y4EeTOM Tuna
GnacTHOro Kp1sa, ogHako YactoTa pedpakTepHOCTH K
NpoBOAUMON Tepanun npy 6nacTtHoOM Kpuse
3HaUYNTENbHO BbILLE.



JleueHue,
HOBbIE
HanpaBfieHUs

120 kancyn

HoBbIM B fieyeHnn gBndeTca MHrmounTop
TUPO3UHKNHA3bl — MMATUHUO (rNUBEK).

HanpaBneHHasa nekapcTBeHHas Tepanus
npeacTasnsieT cobon HoBYyO U Hanbonee
9o peKTUBHYIO PpopMYy JieHeHuns,
HarnpaBiEHHYIO KOHKPETHO Ha nogaBreHne
npninHbl XMJ1, a umenHo, BCR-ABL-
TUPO3NHKMHA3bI

B 1999 r. 6b1n0 gokasaHo, YTo npenapar
rmveek (MmatmnHno) B gose 300-400 mr 1-2
pasa B CyTKMN NMPUBOANT K KITMHUKO-
reMaTosiorm4eckov U LUToreHeTUu4ecKomn
pemMunccuum, T.e. K NOfIHOMY BbI3J0POBIIEHUIO.
[Tpn 3aTOM McyesaeT OCHOBHas NPUYMHa
XPOHMYECKOro MMenonemnkosa -
domnagensuinckas xpomocoma.

MmuBek adbdekTneeH y 6onbHbIX XMJT ¢
61aCTHBIM KPU3OM U PE3UCTEHTHBLIX K APYrnMm
Buaam rnedeHusa XMJ1, B Tom umcne K rugpea
N MHTEPJdEPOHY-a.

TpaHcnnaHTauma CTBOJIOBLIX KIETOK
KPOBW UM KPACHOro KOCTHOMO MO3ra,
npoBoanmasi 6onsHeiM monoxe 50 net B |
cTaauu 3aboneBanud, B 70% criyyaes
NPMBOANT K BbI3AOPOBMNEHUIO.



[MTPOIMHO3

® [Ipn npoBegeHUN XuMuoTepanum cpeaHss
NPOAOIKUTENbHOCTDL XN3HU cocTaBnsaeT 3—4
roga.

® CMepTb NMpU XPOHNYECKOM MuUesnorienkose
HacTynaeT oObI4HO B nepunod bnacTHoro
Kpn3a OT MHPEKLMOHHbBIX OCITOXHEHUIN U
remopparn4eckoro cmHgpoma.

® [1poOomMKNUTENBHOCTb XN3HU C MOMEHTA
NOSABNEHUS NMPU3HaAKOB B1acTHOro Kpusa
peaKko npesbillaeT 12 mec.



SPUTPEMWA



OMNPELEJIEHUE

Aputpemus (bonesHb Bakesa, NICTUHHAA MONLUTEMUS)
- XPOHUYECKUN NTENKO3 C NopaXeHNeM Ha YPOBHE KIeTKU
- NpeaLlecTBEHHULbI MMENOMNo3d3a COXPaHUBLLEN
cnocobHocTb AnddepeHUMpoBaTbLCA Mo 4 POCTKaM,
NPEUMYLLLECTBEHHO MO KpacHOMY.

K paspacTtaHuio KNneTok B KOCTHOM MO3re
npucoeauHseTCs MuenonaHas meTtansiasnsi B CENIE3EHKeE.

OTHOCUTCA K rpynne 4odbpoKkayveCTBEHHbIX OMNyXOsien
CUCTEMbI KPOBMW.

HabntopgaeTtcs onyxonesas nponudepawms Bcex
POCTKOB KPOBETBOPEHUS, 0COOEHHO 3PpUTPOUNIHOIO
POCTKa, YTO COMPOBOXAAETCHA MNOBbILLEHWEM YMCNa
SPUTPOLMTOB B KPOBU, reMorniobnHa, Mmacchl U BA3KOCTU
LIMPKYTTMPYIOLLIEN KPOBMW, MOBbILLEHMEM CBEPTbIBAHUS
KpOBMW.



PacnpocTpaHeEHHOCTb

® 3aboneBaemocTb coctasnseT oT 0,6 o
1,6 Ha 100 000 HaceneHus.

® HabntogatoTcsa ceMenHble cnyyau
bonesHu.

® DpuUTpemMust BCTpeyaeTcs
NPENMYLLIECTBEHHO B NOXXMIOM BO3pacTe.

® BhigenaT 3 cTagun Te4eHnd
3aboneBaHuns: Ha4YanbHas, pa3BepHyTas
(3puTpemMmnyeckas) n TepMmUHanbHas.



[laToreHes n natonorn4yeckas
aHaTOMUS

Cneunuyeckmnx ULMTOreHeTUYECKMX aHoOManum npu
apUTPEMUN HE HAWUOEHO.

Konn4yecTBeHHble AedeKTbl XPOMOCOM, CTPYKTYPHbIE
abeppaunmn NMEeT KIOHanNbHbIN XapakTep U He
oOHapyxuBaoTCcs B NnMMAdoLUTax.

B sputpemunyeckon ctagum B KOCTHOM MO3re 0ObIYHO
HabnogaeTcs NoNHoOe HapyLleHWe CTPYKTYPbl POCTKOB C
BbITECHEHMEM XMpa.

[TOMMMO 3TOro Krnaccuyeckoro BapuaHTa, MoryT
HabnaaTbCca U3MeHeHusa elle 3 TUMNOoB:

yBenuMyeHne 3puTpouaHoOro 1 MerakapmoLmMTapHoOro
DOCTKOB,

yBenmyeHne apuTponagHoro U rpaHynoumTapHoro
POCTKOB;

yBENNYeHne NpemmMyLLeCTBEHHO IPUTPONIHOIO poCTKa.



[laToreHes n natonorn4yeckas
aHaTOMUS

3anachbl xenesa B KOCTHOM MO3re 3HaYNTENbHO YMEHbLLEHDI.
[Mnaugapm KpOBETBOPEHUS YACTO PACLUMPEH, XKMPOBOW KOCTHBbIN
MO3I MOXET BbIMMSAAETb KPAaCHbIM, KPOBETBOPHbIM.

CeneseHka nepenosiHeHa KPOBbIO, COOEPXKUT Y4aCTKU NMH(PaPKTOB
pas3nn4YHoOn AaBHOCTU, arperatbl TPOMOOLIMTOB N HEPEOKO
HavamnbHbIE, YMEPEHHbIE UMW 3HAYUTESNbHbIE NPU3HAKNU MUENTONAHOMN
MeTannasun ¢ nokanusaumen B cmHycax. PonnukynspHasi CTpykTypa
00ObI4YHO COXpaHeHa.

B neyeHn Hapsigy ¢ NOfHOKpoBMEM HabntogatTcs ovarn dmnbpoasa,
COeIMHEHME NEeYEeHOYHbIX Danok, nHoraa MuenonaHas MetTannasus ¢
nokanunsauuen B cmHyconaax. B xxenyHom ny3bipe YacTo BUOHBI
OYeHb rycTasd Xenyb U MMrMEeHTHbIE KaMHW.

Hepeakon Haxogkou SBMAKTCA ypaTOBble KaMHU, MUENTOHEMPUT,
CMOpPLLUEHHbIE NOYKKU, 3HAYNTENbHAA NAaTONIOMMA UX COCYaO0B.

B aHeMuyeckon ctaamm 3aboneBaHus HAbNJAETCA BblpaXXeHHOEe
MunenongHoe npeobpasoBaHme Cene3eHkn U NeYeHn, a Takke nx
yBennyeHune. KoCTHbIM MO3r YacTto dombpo3npoBaH.



KnnHn4yeckaa KapTuHa

3aboneBaHne Ha4YmnHaeTca NocTeneHHo.

HapacTtaeT nokpacHeHne KOXHbIX MOKPOBOB, criabocTb,
TSXKECTb B rofioBe, YBENNYEHNE CENe3eHKH,
apTepuanbHas runepToHust, a y NOSIOBUHbI OONbHbIX -
MYYUTENbHbIA KOXHbIN 3y NOCIE YMbIBAHUA, MbITbS,
EEERTED

MHorna nepBbiMU NPOABEHNAMM 3ab0NeBaHUS
CTaHOBATCHA HEKPO3bl NarbLUeB, TPOMOO3bI bonee
KPYMHbIX apTeEPUN HUXHUX U BEPXHUX KOHEYHOCTEMN,
TpomMbopnedbnT, TPOMOOTUYECKUIA MHCYIBT, MHAAPKT
MMoKapaa Unm nerkoro 1 0CO6EHHO OCTPbIE XKryyune
6o B KOHYMKax nanbLEB,

Y MHOrnx 00nbHbIX 32405110 40 YCTaHOBMNEHUS AMarHo3a
Habnoganncb KpOBOTEYEHUS Mocsie yaaneHuns 3y6os,
KOXHbIW 3y NMOCIe BaHHbI U «XOPOLLUNE» nokasatenu
KpacHOW KpoBWU,

BblaeneHne Ha4yanbHOW CTagumn 3puUTpPEeMnn
YCIIOBHO.



KnnHmnyeckaa kapTuHa
apuTpemMmnyeckas ctagus

OcHoeHol cuHApoM apumpemuyeckol cmaduu - [lrniemopa (plethora:
epey. plethore HanosHeHUe: CUHOHUM 2urnepeosieMusi)

XapakTepHo o6Llee NONHOKPOBUE, yBENMYEHNE 0ObeEMA LIMPKYNNPYIOLLIEN KPOBMW.

OTMEeYatoTCsl KPacHbIV LIBET ninLa, NOMHbIA U HanpsXXeHHbIN NynbC, rofoBHbIe 6onu,
NPUNMBbLI KPOBU K ronoBe, N3bbIToMHas macca Tena, NofTHOKPOBME BHYTPEHHUX
opraHoB 1 runepTpoduns Mmokapaa,

ApTepuarnbHaga runepToHust, BO3HUKatoLwas npu aputpemun B 35-50% crny4yaes,
oOycnoBneHa NoBbIWEHNEM Nepudeprnyeckoro ConpoTUBIIEHUS B OTBET Ha
YBENUYEHHYI0 BA3KOCTb KPOBU, Ppa3BUTMEM YpaTOBOro AmMaresa, XpOHUYECKOro
nnenoHedpuTa, HapyLLEHUSIMU KPOBOOOpaLLEHNSA B NAapeHXNUME Nnoyek, TPOMOO30M U
CKINEPO30M NOYEYHbIX apTepUN.

CneundunyHbIn ONa 3pUTPEMUN KOXKHbIM 3y, CBSA3AHHLIM C MbITbEM, HabrnogaeTca y
50-55% 60nbHbIX. ¥ MHOIMMX 60MbHbBIX OH CTAHOBUTCA rMaBHOM Xanobown, BO3HMKaET
He TONbKO OT KOHTaKTa C BOAOW, HO U CMOHTAHHO, CKa3blBaeTCs Ha
paboTocnocobHoCTH.

YacTbIMN OCNOXHEHUSIMU pa3BepHYTON CTaann 3aboneBaHus sSBRASOTCS
MUKPOLIMPKYNATOPHbLIE PACCTPOMNCTBA C KITMHUKON apUTpoMenanrum, Npexoasiimnx
HapyLleHun uepebparnbHOro N KOPOHapHOro KpoBOOBOpaLLEHMS N reMopparnyecknx
OTEKOB FOfleHEN, a Takke TPOMOO3bl BEHO3HbIX 1 apTepuarbHbIX COCYa0B U
KPOBOTEYEHMS.

Y>xe Ha 3Ton cTaaum MOryT ObITb HApyLLEHUst reMocTasa, TPOMOOoreHHast onacHOCTb,
BbISIBNIieMas TONbKO NabopaTopHO M HE nMerLast KMMHNYECKNX MPOSIBIIEHNI.



[1neTopa, UBeT KOXHbIX MOKPOBOB




KnnHmnyeckaa kapTuHa
aHeMun4yecKas ctagus

Aicxoaom apuTpemMmnn B 3TOM CTagmm MoryT ObITb OCTPbIN
NEeNKO3, XPOHNYECKNN MUENONENKO3, TMnonacTuyeckoe
COCTOSIHME KPOBETBOPEHMUSA (Mnenodmndpo3s)

Pa3BuTnio aHeMn4eckon ctagun npeawecTsyeT
yBeNnM4eHne ceneseHku, nocteneHHoe yMeHblleHne
NOSfTHOKpOBUA. B KOCTHOM MO3re NocTeneHHoO

pa3BuBaeTcs MMENogpnopos

[MocTaputpemmnyeckum mmenopumobpos - pesynbraT
ecTecTBeHHOWM aBonumm 3adonesanmnsa. OH
HabngaeTca y KaXxgoro 605IbHOro 3puUTpPEMUEN,
OOXXMBAIKOLLEro A0 3TOro nepuoaa.

UactoTa ucxoga sapmtpeMun B OCTPbIN FIeNKO3
coctaBngeT 1% y HeneveHHbIX N 11-15% y nevYeHHbIX
LMTOCTaTUKaMM. Yalle pa3BMBaEeTCHA OCTPbIN
MMenobacTHbIN NENKO3 N 3PUTPOMMUNENOS.
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[lnarHocTuka

B nepudepuryeckon KpoBM B HavanbHOW cTaamm 3aboneBaHus MOXeT HabnoaaTbes
nmb YMEPEHHbIN 3PpUTPOLUTOS.

XapaKTepHbIM reMaToNorMyeCcknm rnNpU3Hakom pasBepHYTOM CTagnmn 3puTpemMnm
SIBNAETCA YBENMYEeHNe B KPOBU KONMYECTBA pUTPOLMTOB, NENKOLUTOB, TPOMOOLMTOB
(naHLIMTO3). Haunbonee TUNNYHbLIM 4NA 3pUTPEMUN ABMNSIETCS YBENUYEHNE
KonuyecTtBa aputpoumtoB Ao 6—7 T/n u remornobunHa go 180—220 r/n, otmevaeTcs
NOBbILLIEHNE NoKasaTena remaTtokpuTa.

Pe3koe cHmkeHne COJI BNMNOTb 40 NOSHOrO OTCYTCTBUSA OCEAHUS SPUTPOLINTOB.
KonnyectBo nenkoumToB yBennyeHo HesHaymternoHo — go 15—18 I'/n. B popmyne
BbISIBNSAETCSA HENTPOMUNE3 C NanovYkossAepHbIM COABUIOM, pexe MnosiBNsTCA
MeTaMmmnenounTbl 1 muenouuTbl. Ynucno tpomoboumTos ysenudyeHo go 1000 [/n.

[TocToAHHO OOHapyXxXmnBaeTca anbbyMUHYpUs, MHOrga remaTtypus.

B TepMunHanbHOM cTagun KapTuHa KpOBU 3aBUCUT OT ncxoga aputpemun. [pu
nepexoge B Mnenodmndpos nnm Mmenonemnkosd HapactaeT KOfIM4ecTBO NENKOLUTOB,
cOBUTr BNeBO, NOSABNSATCA HOPMOUNTbI, KOJIMYECTBO IPUTPOLINTOB CHMXKaeTcs. B
cnydae pasBuUTUA OCTPOro JienKo3a B KPOBU BbISIBASAIOTCA BriacTHble KNeTKn, aHeMus,
TPOMOOLIMTONEHUS.



[lnarHocTunka, KapTMHa KOCTHOIo
MO3ra

® B KOCTHOM MO3re y DOSbHbIX
pa3BepHyTON CTaaneu
SPUTPEMUN TUNNYHBIM
NPU3HaAKOM SABMsIETCA
rmnepnnasma Bcex 3-X
POCTKOB (NaHMKeNos) ¢
BblPa>EHHbIM
MErakapmoLnTo30M.

® B TepmnHanbHOM ctaaum
Habntogaetcsa mmenoubpos
Npn COXpaHAKLWEMCH

MerakapmoumnTos3e.




Kputepumn anarHosa

IpPUTPEMUIO AMarHOCTUPYIOT NO onpeaerieHHbIM CTaHAAPTU3NPOBAHHbLIM
Kputepmam. MoxXHO 3anogo3puUTb 3pUTPEMUIO NO YBENNYEHNIO
nokasartenemn KpacHom KpoBU 1N remaTokpuTa B nepmdpepnyeckon Kposu: ons
MY>X4nH 6onee 5,7T/n aputpouunTtos, HB 6onee 177 r/n, Ht 52%; ans
XEHLMH — apuTpoumnTel bonee 5,2 T/n, He 6onee 147 r/n.

KpuTepmu AMarHoCcTuKu aputpemMum criegyroime

YBenMyeHne Mmaccbl LMPKYIIMPYIOLWLNX IPUTPOLINTOB: AN MY>XX4YKH - Bonee
36 Mmn/Kr, Ans XeHLwmH - oonee 32 Mn/Kr.

HopmanbHOe HacbllWweHne apTepumanbHOn KpoBu Kucrnopogom (6onee 92%).
YBennyeHue ceneseHku.

INenkountos 6onee 12 I'/n (Npn OTCYTCTBUUN UHEKLMA N MHTOKCUKALIUIA).
Tpombouuntos 6osnee 400 /1 (Mpyn OTCYTCTBUM KPOBOTEYEHUI).

YBennyeHue cogepxaHus wenoyHon gpocdaTtasbl HENTPOUNoB (Npu
OTCYTCTBUUN MHAEKLUNU N MHTOKCUKALNN).

YBenuyeHne HeHacblWeHHOU BUTaMuH B 12-cBa3biBatoLlen cnocobHOCTH
CbIBOPOTKU KPOBMW.

OuarHos goctoBepeH npu 3 nobbIX NOSIOXKUTENbHbLIX NPU3HaKaX.



ESERE

® 3agava ne4vyeHwus - HopManmaaums KonmyecTtsea
remornodbuHa go 140-150 r/n n nokasaTens remaTokpuTa
(46-47%)

® KpoBonyckaHusi HasHa4datoT no 500 mn 4Yepes OeHb B
cTaymoHape n 4yepes 2 aHs npy ambynaTopHOM
rneyeHnn. BmecTo KpoBOMnycKaHMK Ny4ylle NpoBOAUTb
aputpouutadepes. Konnyectso KpoBonyckaHUM
onpenenseTca 4OCTUXeHNeM HopMarbHbIX NokasaTteneun
KpacHOWN KPOBMW.

® [loka3aHMEM K Ha3HaA4YEHUIO ULMTOCTAaTUKOB Crly>KaT
APUTPEMUS C NNIENKOLMTO30M, TPOMOOLINTO30OM U
yBenu4yeHnem ceneseHkn, KOXKHbIM 3ya0oMm,
BUCLiepanbHbIMN N COCYOAUCTBLIMM OCITOXHEHUSMMN,
TSXKErNbIM COCTOSAHMEM DOMNBHOro, a Takxe
HegocTaTtovHad aPPEKTUBHOCTL NpeaLlecTByLLEero
IIe4YEeHNa KPOBOMyCKaHUSAMMK, nnoxas NepeHoCMMOCTb



ESERE

® [1pn ncxogax B OCTPbLIN NENKO3
MCNOMb3YT NONUXUMUOTEPANUIO C
Y4E€TOM M’MCTOXMMUYECKOro BapmnaHTa, a
npu ncxogax B TUMUYHLIN U aTUNMUYHBIN
MWUENOSIENKO3 - TMOPOKCUMOYEBUHY.

® [1pn mnenodpmnbpose — 3amecTuTerNbHas
Tepanug
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