MunenonponundpepaTmBHblE
3aboneBaHuns

neKkyn4



XpoHunyeckme muenonponudeparmBHbie
3a6oneBaHunn-

JTO K/IOHa/IbHbl€ OMYyXO0/U, pa3BuBaoLmeca m3
CTBOJ/IOBON KPOBETBOPHOWN KNETKMU,
XapakTepusyrlLimeca nponundepaymen B
KOCTHOM MO3re ogHoro nnu 6osiee pocTkoB
MNENoOUAHON JIMHUN(rpaHyounTapHOro,

3pUTpONAHOro, MerakapuoumntapHoro)ll 1 uucna
rPaHy/IOUMNTOB, 3PUTPOLIUTOB U / NNun
TpoMboOUUTOB B nepudepmnyeckon KpoBu.




K MmnenonponudpepatuBHbIM
3a60/1eBaHUSIM OTHOCSHT:

0 XpOHMYECKUUN MUEeNoJIENKOo3

O Cy6bnenkeMuyeckKmmn mmenos
(nanonatmnyecknn mmenodmnbpos,
OCTEeoOMMeNocKSiepo3s)

O dputpeMusa(MCTUHHASA NoSIMUUTEMUS)

0 XpOHMYECKUN MUESIOMOHOLIMTApPHbIN
NIeUKOo3

0 XpOHMYECKUUN MOHOLMTApPHbIN JIEUKO3

0 XpOHUYECKMN MerakapmouuTapHbIn
nenko3s(3cceHumanbHasa TpombounTeMnNS)




XpoHuyecknn mmenonenkos(XMJl)

0 15 -20% Bcex mnenonponndepaTmuBHbIX
3aboneBaHNi

0 Yawe BCTpe4yaeTcd y N1y cpeaHero u
MOXXWU0ro Bo3pacTa

0 Yactota XMJ1 -1, 0 -1, 5 cny4daqa Ha 100000
HacefieHunsd

0 Mapkep onyxosieBoro KjoHa -

dbunnagenspunmnckaa xpomocoma(Ph -
XpoMocoMa), KoTopast obpa3yeTcs B
pe3ysibTaTe TpaHC/o0KaLummn
HEeKOHTpoONMpyemas npoamdepauyus,

—HapytHeHhe-AndppepeHUnpoBK-KAeTOK:——




Ph - xpomocoma :
2 KneTku MMenonossa
@ T- mn B - numdbounTsl.

Ph - no3untuBHbie - 10 95%:;
Ph - HeratTuBHblie - 5 - 8%.




Craauu 3aboneBaHusA:

I. XpOHun4yeckas cragmvs (60nblUIMHCTBO Clly4yaeB
ANarHoCTnpyeTcs B 3TOW cTagun)

2. [llporpeccupyrouias nan gasa akcesaepaymm
3. BbnacrHbin Kpu3s

KnnHunka: cnabocTtb, noTepst Beca, HOYHbIE
NoTbl, CNJIEHOMErasaus, aHeMus.

lNMponncgepaunst onyxosieBbiX K/1€TOK:
KOCTHbIN MO3r, Cene3éHKa, NevyeHb, KpoBb.




XpoHunyeckasa cragua XMJI
(AnnTenbHOCTb OT 3 A0 5 neT)

lMepunpepnyeckas KpoBb

HeunrtpogmnnbHbIin 1enkoymnTo3(KoINYECTBO
BapbUpyeT) CO CABUIOM A0 MUENOLUTOB.

bnacrbr - 1 - 3%, HO He 6bonee 10%.

1 bazogunsnoB /M 303MHOPNIIOB —
6onee 7%.

Tpomb6oyntbl — N nnn 1t (Moxet 6bITb 60s1ee
1000x 10°/n)

He3HaunresnnbHas1 aHeMusi




KoOCTHBbIN MO3rI

= 'mnepkneroyHocTtb (6onee 350 x 10%/n ) -
33 CYET rpaHy/IoLMTApPHOro pocTKa.

= BbsacroB He 6onee 5%.

= Merakapmountbl — N nnn 1(y 40 - 50%
601bHbIX)

= DpUTpOoMAHbIE KJIETKN — Jalle |

= B 30% obHapyxuBatoTcsa ncesno- [owe -
noaobHble KNEeTKN U rosiybbie rmuCTMounTbl
yKa3blBaeT Ha NOBbILEHHbIN KJIETOYHbIN
pacnaga.

= ljenoyHas ¢pocparaza B HenTpopunax —
HN3Kas.




Knnunueckuun cnydyam XMJ1
(XxpoHunyeckasn craaus)

0  BbonbHOM A., 64 roaa.
O6HapyxuBaeTcs
renaTocnjeHoMeranms.

O HNepudepunyeckas KpoBb:
WBC -95,1 x 10%/n,

RBC- 3,28 x 10%%/n,

Hb-104 r/ n,

MCV - 104,9 dn,

MCH- 31,7 nr,

MCHC -302r/n,

PLT- 325 x 10°/n.

O JlenkouuTtapHas dopmyna:
bnacrtbl-/%, Mmnenountbl — 18%,
MeTaMmuenoumtbl -2%,

n/a HenTpocdunbl — 15%,

c/a HeuTpodmnbl- 34%,
6asodpunbi-14%,
MOHOUMNTbI-4%,
nmmpounTbi-6%.




NMporpeccupyrowan cragma(dasa
aKcenepauvm)

Habntoaaertca cnycTta 3 roaa
CTabunbHOro Te4eHns XpPoOHNYECKOW

P>a3bl.

HapacTaloT renatocnjieHoMeranumg,
aCTeHNn4YeCcKnm cCMHApPOM, aHeMuUs,
nosiBAIsieTcsa nnuxopaaka,

Mm@ oaaeHonaTus.

dnarHos yctaHaB/IMBAOT NPU HaIN4YNNA
oAHoOro u 6onee Kputepmues,
yKa3aHHbIX B Tabnuue:




AnarHocrnyeckne kpurepmum gpasbli
akcenepaymn XMJ1(BO3,2000 r.)

Mueno6nacrtbl 10 -19%B KpoBM U / NIN KOCTHOM MO3re
OT YMCNa BCeX fAAEepPHbIX KJIeTOK

bazodpununa B kposu > 20%

Nepcuctupyrowan Tpom6ountonenms (< 100 x 10°/n),
He OTHOCAWAaNACAa K Tepanvuu, nnm tpombébountos(> 1000
x 10°/n),He noaaaroOWMACA NeyeHUro

1 pa3MepoB ceJie3éHKM U KOJIMYEeCTBa JIEUKOLIMTOB,
HeCcMOTpSA Ha NPOBOAMMOE JieYeHune

LinToreHeTnyeckoe goKa3aTesibCTBO KJIOHAJIbHOM
3BOJ1I'OL|VIVI(AOI'IOJ1HVITeanbIe XPOMOCOMHDbIE aHomanuu)




[]

[]

B/1aCTHbIN KpU3

HapacTtaHne 61acTHbIX KNETOK B KOCTHOM
Mo3re n kposun(6onee 20%)

BO3HMKaOT o4aru aKCTpaMenynisipHoro
KpOBEeTBOPpeHUSs € nposinepaumnen 6s1acTHbIX
KNEeTOK B KOXe, nnM@aTnyecKkmnx ysnax,
KocTtax, UHC n apyrmx TkaHax

Ona naentudukaumm 6aacTHbIX KIETOK
MCMO/b3YIOT LUTOXUMUNYECKNE METOAbI U
MMMYHOMEHOTUNNPOBAHNE OMNYXOJIEBbIX
KNETOK.

HAnarHo3 yctaHaBnnBaOT NPpU HANIN4YnK
oAHOro nnun 6osiee N3 HMXXenepevyncieHHbIX
KPpUTEpueB.




AnarHocrmyeckme kKpurepum
6nacrHoro kpnza XMJi(BO3,2000 r.)

Bbnacrtbol > 20% B KpOoBU U / NI KOCTHOM MO3re oT
Yyucsia BCcex AAepHbIX K/eToK

JKCTaMeayJ/INIipHble ouarm KpoBeTBOPEHMUSA C
npandepaunen 6,1acTHbIX KJ1EeTOK

B TpenaHo6uonTaTe KOCTHOINOM 03ra KpynHbie
oyarm nJam ckonjieHua 6,1aCTHbIX KJ1eTOK




KnnHunuyeckumn cnydyam XMJ1(6nactHbin
Kpu3)

O BbonbHOM B., 68 nerT.
O6Hapy>xuBaeTtcs
renartocnJsjieHoMeranus,
HapyweHue MUKPOLUUNPKYIAaUUn B
cocyaax HWKHUX KOHEYHOCTEM.

Mepudepuyeckan KpoBb:

WBC -53,1 x 10°/n,

RBC- 2,74 x 10'2/n,

Hb-93 r/ n,

MCV - 108 ¢n,

MCH- 33,9 nir,

MCHC -314r/n,

PLT- 1101 x 10°/n.
eMkouunTapHasa dopmyna:

bnacrtbi-45%, npoMmuenountbi-2%,

mMuenoumtbl — 5%,

MeTamMmumenoumtbl -2%,

n/a HenTpochunbl - 3%,

c/fa Hentpodunbi- 29%,

6azodpunnbi-9%,

MOHOUMUTbI-1%,

nmMmdountbi-4%.

wswoOooooooao
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[]

[]

cyolienkemmyecCcknum mmesnos
(vanonarnueckun mmenodpunbpos,
OCTEeoOMMesioCK/iepos)

XpoMoCOMHble aHoOManuun -y 30 -40 %
HebnaronpusaTHbIA NMPOrHO3

XapaKTepusyeTcsl onyxoJjieBow
nponndepaunen npenmyLLecTBeHHo
MerakapuoumMToB U rpaHy/1I0uMTOB B KOCTHOM
Mo3re, pa3sutnem onbposa B KOCTHOM
MO3re 1 3KCTpamMeaynnspHoro
KPOBETBOPEHMUS.

BcTpeyaeTca yalle B MOXXMUOM BO3pacTe

[lpeobnagaeT MHOrosieTHee
nobpokayecTBeHHOe TeyeHune C MeaJIeEHHbIM
yBeNM4YeHnEeM CeJie3eHKMU




Cragvun pa3zButus
cybnenkeMmnuyeckoro mmesnosa:

lNMponngeparmBHas (paHHAS,
npedpunbpotnyeckas)

Dubpornyeckasa (pnbpoTnyeckun -
cKJiepoTnyeckas)

TpaHcchopMaLynss B OCTPbIN JIENKO3




NMpedunbporTnueckana cragus
lMepungepnyeckass KpoBb

—
0O Jlemxkoumnto3 — 10 - 20 x 10°/n

O Jlenkodpopmysna — cABUT 4O MUENOLUTOB,
aHN30LUNTO3 HEUTPOPUIOB, AaCUHXPOHHOE
co3peBaHue co3peBaHud aapa 1 LumMTonnasmebl,
r’MNo- U rmnepcerMeHTUpoBaHHbIe HENTPOPUSIbI

O HopmMoxpoMHasi aHeMusi

O AHWU30UMNTO3, MOUKNIIOLMNTO3 C
npeobnagaHnem KanjaeBuaHbIX 3pUTPOLINTOB
(pakpunouuThbl).

O Hopmobsnacrtbi

O HeBbICOKMN PETUKYJTIOLNTO3

O ATUMUYHbIE KpYIriHble Tp0M60Lmrbl

[

AKTUMBHOCTb Lyes1odHoU ¢poccharasbi B

—HeWTpodmIIax = Pe3K0 YBEJIMYEHA



NMpedmnbpoTnueckan cragus

KoCTHbIN MO3r

MNepKNeToOYHOCTb C 1 CoAepXaHNneMm
He3penbiX KNEeTOK rpaHyaoumMTapHoOro
DA4a, aTUNMUYHbIX MerakapmounToB

dputpokapumouumTtbl - N nnm |




dunbpornueckasn craaus

0 Yawe AgnarHoCcTupyeTcs Ha 3TOU CTaamnu

O KnaMHunka. aHeMU4eCKUn CUHAOPOM,
cnaeHoMeranumg, remopparmyeckmm CUMHAPOM,
peunaneunpyrowme MHPeKLMNOHHbIE
OCJIOXKHEHMUS.

O [Mepudpepunyeckass KpoBb
- MHOIO4YUC/IEeHHbIE KanJieBUAHbIE
SPUTPOLUTHI,

- NENKOLUNTbI BAPbUPYIOT OT CHUXEHHOIO
KO/IMYECTBa A0 BbIPa>XEHHOro 1eMKOLMUTO33q,

- @ ANHNYHbIE 6/1aCTbl,

- @aHU30UMNTO3 TPOMOOLNTOB.



KoCTHbIN MO3rI

HopMO- UIN rMNOKAETOYHbIW

Muenobnactoe MeHee 10%
ATUNNYHbIE MerakapuounTsbl

Onbpo3 — 3HaUNTENBbHO Bblpa>keH
DBOJ1IOLIUA cybienkeMnueckKoro
Muesio3a Xapakrepu3syeTtcs
nocreneHHbIM HapacTaHueMm
nenkouuTtosall BTOpUYHBIA OCTPbIA
Jiennko3 (pPe3nUCTEHTHbIU K JIRYEHUIO)




opurtpeMmma(MCTUHHaA nonvMuuTeMus)

O [MoBbiWeHHAs NPoAYKLUNS KNEeTOK
SPUTPONATroro pssaa B co4eTaHum C
M36bITOYHOM Nposindepaumen KneTok
rpaHyno0- N MerakapmoumTonosa3sa.

BcTpeyaeTcsa y nuu NoXXmMaoro Bo3pacTta

OTHOCUTEeNbHO A06poKavYecTBeHHOoe

TeyeHune B OT/In4me oT Apyrume
MunesnonposngepaTnBHbiX 3aboneBaHNM

1 [




Ctaauv aputpemMmumn:

1. MponudepaTuBHan

(mnonnunTeMmyeckas)- HapacrtaHue

MacCbl 3pUTPOLIUTOB

LNTOMEHNA U3 — 3a HES(C

DC

reMoros3a.

NMMocTnonmumureMmyeckas-

DEKTUBHOIO




KnnHnyeckasa KapTuHa:

58558

1
ﬂ

s

CBsizaHa C pa3BUTHUEM 3PpUTPOLNTO3A.
ApTepuanbHas rmnepTeH3und

CocyauncTtble OC/TOXKHEHUS

SPUTPOLIMAHO3 KOXN N CIIN3NCTbIX 060JsI04eK
BeHO3Hble, apTepualibHble TpoM603bl
[TapecTe3nu

SpuTpomMenanrun(nNpucTynbl OCTPpbIX 6onen B
nanbLax BEPXHUX N HUXHUX KOHEYHOCTEN)

[[enaTto-, cnneHoMeranumg




MMepupepnyeckasi KpoBb '

O DpUTpOoUMTbI- HOPpMaJiIbHOWM MOPdO/10rnu
NN TUNOXPOMHbIE

O B nenkodopmMmyne — HENTPODUNES U
6azopunnuns

O Tpomb6bountos (y 50% 60/bHbIX)

€O (no 0 - 1 MM)

0 Bbicokas aktmBHOCTb WP B HenTpodumnax

KoCTHbIN MO3r:

HopmobnacTnyeckmnin TMn KpoBeTBOPEHUS




OAnarHocrnuyeckune Kputepum

pUNTpeEMNM

Al T aputpoumnTtoB > 25% oT HopMbl i Hb> 1851/ ny
MYX4YUH U >165 r/ Ny KeHWunH

A2 OTCYTCTBYHOT NPUYUHBI A1 BTOPUYHOIO 3pUTPOLMNTO3a

A3 CnneHomMmeranus

A4 KJIOHaNbHbIE FreHeTUu4YecKkmne aHoManmm

A5 DHAOOreHHoe opMMUpOBaHNE SPUTPOUAHBIX KOJIOHUM in
vitro

Bl TpombounTtos > 400x 10°/n

B2 NenkounTtos > 12x 10°/n

B3 B KM naHMuenos c nponndepaunen KJIeTokK rpaHkKIo-
N MErakpuoLuTonos3a

B4 HHu3knM ypoBeHb 2110 B CbIBOPOTKE KPOBMU




AnarHos apurtpeMum

YCTaHaBJ/IMBAIOT NpuY HaINYnN;
Al1+A2 nnn nroboro kputepusa A Nnu
Al1+A2 vnn nobbix 2 Kputepues B




XpOHUYECKUN MerakapuouuTapHbIn JIEUKO3
(3cceHumanbHaa TpoMbouuntTemus,
namonaTnyeckas tpomébountemun)

[0 XapakTepusyeTcs nponundepaumnen
MerakapmounToB M NepCcUcCTUpyroLwmnMm
TpoMboOLUMTO30M

[0 BcTpeyaeTca y vy NOXWUJIOro Bo3pacTta ny
nerteu

O KnuHuka: renaTto- cnjieHoMeranus,
HapacTaowas aHeMnsd, pacCTponCTBa
MUKPOLUPKYNSALUUN, apTepuanbHbie U
BEHO3Hble TPOM603bl, reMopparnyeckme
OCJTOXKHEHMUS.

O AdnuntenbHocTb- 10- 15 neT
O Wcxon: TpaHcdopMauunsa B OCTPbIN JIEUKO3

NN MmenoancrniacTmyeckmm cu HOPOM



lMMepudepmnyeckassi KpoBb:

runepromgouuTos (500 - 1500 x 109/n)

+ 5 E¥F .

555

¥

dparMeHTbl Aaep MerakapvoumTos
YMepeHHaa aHeMuSs
YMepeHHbIN IENKOLUMTO3 CO CABUIOM BJIEBO

B nenkodopmyne - 6as3odbunnmng u
503NHOPUNNS

AHun3zoumTtos TpomMbounToB
T cpeaHero o6vrema TpombouuntoB (MPV)

7 nokKkasartens aHm3oumrtosa TpoMébounToB
(PDW)

NMossBNIeHue NMMraHTCKMX 1 ypoaamBbiX GopM
TpoMbounTOoB C NcesaonoaAnNsaIMun




KOoCTHbBIN MO3Tr:

@8 HopMO- UM r’MNepKIeTOYHbIN

@ 3HauuTenbHasa runepnnasus
MerakapuoumMTapHOro pocTka

8 XapakTepHbl T’MraHTCcKue
MerakapmoLuuTbl C MHOMOM0MaCTHbIMU
MHOXXECTBEHHbIMU gapaMun 6e3 atunuu

@2 Yucno rpaHynoumMToB HOpMasnbHOE UK
HE3HAYUTENIbHO 1




OunarHocrnyeckme Kpurepmm XpoHMYeCcKoro
MerakapuoumMTapHoOro Jiemkosa

TpombouunTto3s > 600x 10°/n B Tey. 2 Mec.

Hb < 130 r /n

Coaep>kaHune Fe B KOCTHOM MO3re HopMaJsibHoe

[Mnepnna3suns MerakapmounuTapHoro poctka(MoxeT
coyeTaTbCs C rmnepnaasmen rpaHyIouuTapHoOro u
3PUTPONAHOI0 POCTKOB, HaIMYne ypoaIMBbIX MMIraHTCKUX
MerakapuoumnToB)

OTtcyTcTBme Mmenodpmnbposa

OTtcyTctBmne Ph —xpomMocombl

OTCyTCTBME NPUUYUH AN PEAaKTUBHOIO (BTOPUYHOIO)
| TpoMboLumnTOo3a




XpOHUNYECKUU MOHOLIMTapHbIN
JIENKO3

[0 XapaKTepusyeTcs nposinpepauunen
MOHOLUMTOUAHBLIX KNETOYHbIX 2/1EMEHTO
B KM, 1 X B KpOBU N UHDUNBbTPaLNen
MMU CeNne3eHKN U NneyvyeHu

[0 BcTpeuvaeTtcsa y ntoaen crapwe 50 nert
Ny AeTen nepBoro roga *XmM3Hu

0 Yawe AnarHoctupyeTcs cnydyamHo npu
nccneqoBaHUmM KpoBWU




lMepupepmnyeckas KpoBb:

¥ %%

L

YMepeHHbIN JIEUKOUMNTO3
Hapacrtaowmm MmoHouunTtos (bonee 20%)

MOHOLUMTbI MMEKT Yalle HOpMaJibHYIO
MOPdO0rnto

NMpoOMOHOLUMTBbI , MOHOGBNACTDI-
BCTPEYalTCsa B TEpMUHANBbHOW CTaanmn
3aboneBaHug

dputpountbl, Hb, TpOM60OLMKNTDbI- Yalle B
HOpMe.




XpOHNYECKUN MNEJSIOMOHOLUMNTaAPHbIN
JIENKO3

Mopdosiormyecknm cybcrTpaTt- KNeTKu
MOHOLUMUTAPHOro 1 MMesIonaHoro psiaa
(MOHO6/1aCTbl, MPOMOHOLUUTHI,
MOHOLUMNTbI, MMenobnacTbl,
rpaHy1ouUNTbI)

Yawe B Bo3pacte 65 - 67 net

[TopaxxaeTca KM, neyeHb, cefie3eHkKa,
KOXa, TIMM@aTtnyeckume y3nbl




lMepunpepunyeckas KPOBb.:

£ ¥¥

¥ %%

Nenkountbl - N nnn 1

A6GCONIOTHBIN MOHOLIMTO3, BO3MOXEH
HENTPOUIES3

MoHoOLMTbI HOpMasibHble nn ¢ bonee
rpybon 3epHUCTOCTbIO, MOJIMMOPMOU3IMOM S4ep
NMpoMmuenouuntbl, Muenouuntbl — He 1 10%
basodpunna nnm aoamHoPpunmna
HopMmouuTapHaa aHeMus




KoCTHbBIN MO3r:

&

¥

&

[MNepKneToYyHbIX C Nposindepaumen
rpPaHySIOLUMTApPHOIro POCTKaA

Bo3MOXHa aputTpongHaga rmnepnja3snsg
Konnyectso moHouutoB B KM- N mnn 1

I3MeHeHne MerakapuoumnTapHoro
DOCTKA — MMKPOMErakapuoLnThl,
M3MEHEHHble AApaMerakapmounToB

bnactbl — oT 5 10 19%




Muenoauncnnactnyecknn cmiapom (MAC)

reTteporeHHast rpynna 3abosieBaHuU, B OCHOBE Pa3BUTUS KOTOPbIX NEXNUT

”OW@’F@M’GWHECWMIQGWWVCWPWW M’H@ 3“" KnoHanbHbIE

pa3BUTUEM pedpaKTEPHON aHEMUN, AHEMUN, NENKOMNEHWUN VI\VI}'IVI TpOM6OLI,MTOI'I€HMVI
N ANCNIACTUYECKUMN U3MEHEHUAMU KIETOK OCHOBHbIX POCTKOB MUENOMNO033a.

-pedpakTepHasa aHemusa (PA)

-pedpakTepHas aHeMunsa c KonbueBbiMn cnaepobnactamm (PAKC)
-pedpakTepHasa aHeMus c n3bbitkoM 6nacrtos (PANB)

-pedpakTepHasa aHeMunsa ¢ n3bbITKoM 6nacTtos B TpaHchopmauum (PANB-T)
-XPOHNYECKMNIN MNENTOMOHOUUTapPHbIN Nnenkos (XMMJT)

-XPOHUYECKNIN MNENTOMOHOLNTAPHbIN JIEMKO3 C TpaHchopmaumen (XMMJ1-T)

-pedpakTepHas aHeEMUS C MYJIbTUMOTEHTHON Ancnnasnen (HeknaccndnunpoBaHHbIN
MOC-MC-H)




OABb-knaccnpukaumsa MmmenoancrniacTuyeckoro CMHaApoma

OABb-knaccmpukaumsa mmenoancrniacTuyeckoro
cuHapoMa

B o9 e G014 il P O €T —————[-COACPMaHME-
6nactoB B 6nactoB B KONbLUEBUAHbLIX | MOHOLIMTOB B
KpOBU KOCTHOM cuaepobnactoB | kpoBu (109\n)

Mo3re

PA <1 <5 <15 <1

PAKC <1 <5 >15 <1

PAUNDB <5 5-20 Bapbupyet <1

PAUB-T >5 21-30 Bapbupyet <1

XMMJ1 <5 5-20 Bapbupyet >1]1




PedpakTepHass aHeMUs

PedbpakTepHass aHeMus

L




PedpakTepHasd aHeEMUS C KOJibLLEBUAHbBIMUA
cngepobnacramum




PedpakTepHasa aHeMuns ¢ n3bbITKoM 61acToB




PedpakTepHasa aHeMuns ¢ n3bbiTKoM 61acToB
B TpaHCopMauunu




XpPOHUNYECKNN MNEeNOMOHOLIMTAPHbIN
NenKos




XpOHNYECKN1n MMenonenkos




