MKB 10
AHEMMUU, CBAA3AHHBIE C IUTAHUEM (D50-D53)
D50 XKenezoneduiutHas anemus
D51Buramun-B12-nedunutHas anemus
D52Buramun-B12-nedunutHas anemus
D53Buramun-B12-neduinutHas anemus
IFTEMOJUTUYECKHUE AHEMHUMH (D55-D59)
D55Anemus BcneacTsue ¢pepmeHTHbIX HapyeHui (I'-6-d/I-nedunutHas
aHEeMMS1)
D56Tanaccemus
D57CepnoBuAHO-KJIETOYHBI € HAPYIICHHUS
D58 /Ipyrue HacnencTBeHHbIC TeMonuTHueckne anemun (HaciencTBeHHBIH
chepolmTo3, HACIEACTBEHHBIN AJUIUNTOLUTO3 U AP.)
D591 1puobperennas reMoIuTHYECKasi aHEMUS
AIIVIACTUYECKUE U IPYTUE AHEMMUMU (D60-D64)
D60IIpuobpererHas yucTas KpaCHOKJICTOUHAs aruia3us (3pUTPOOIaCTOIICHUS)
D61/Ipyrue annacTuuecKiue aHeMHUH
D620cTpas nmocrremopparnueckas aHeMHs
D63AHeMuss Tpu XPOHUYECKHX OOJIC3HAX, KJIACCU(DUIIMPOBAHHBIX B JPYTHUX
pyOpukax (AHemMust mpu HOBOOOPA30BaHUSX, 3a00I€BAHUSAX TIOYEK U JP.)
D64/Ipyrue anemun
HAPYHIEHUSA CBEPTBIBAEMOCTU KPOBU, ITYPIIYPA U JIPYI'UE
TFEMOPPATHYECKHUE COCTOSHUS (D65-D69)
D65/lncceMruHIpOBaHHOE BHYTPUCOCYIUCTOE CBEPTHIBAHUE
D66HacnencrBennsiii nepunut paxropa VIII
D67HacnencrBennsiii nedunut pakropa IX
D68 /Ipyrue HapyIIeHHUs CBEPTHIBAEMOCTH (bonesnp Bunnebpanna,
Hacnencteennsiit nedumut daktopa XI u ap. dakropos, I'emopparuueckue

HapylieHusi, 0OyCJIOBJICHHbIE IUPKYIUPYIOUIMMU B KPOBU AHTUKOATYJSHTAMH,


https://mkb-10.com/index.php?pid=2003
https://mkb-10.com/index.php?pid=2008
https://mkb-10.com/index.php?pid=2008
https://mkb-10.com/index.php?pid=2008

NpUOOPETEHHBIA NePUIUT (akTopa CBEPTHIBAHMS, MEpBUYHAS TpPOMOOpUIUS U
ap.)

D691lypnypa u npyrue remopparuyeckue cocTossHus(AJuiepruyeckas nypiypa,
KAaueCTBEHHbIE JAe(PEKThl TPOMOOLMTOB, UANONATHYECKAsT TPOMOOIIMTOIIEHUYECKAs
nypIypa, TPOMOOIUTONIEHHS U JIP.)

3JIOKAYECTBEHHBIE HOBOOBPA3OBAHUA JUM®OUJTHOMN,
KPOBETBOPHOM U POJACTBEHHBIX UM TKAHEM (C81-C96)
C90MHoOxkeCcTBEHHAs: MUEJIOMA U 3JI0KaYECTBEHHBIE IJIA3MOKJIETOYHBIE HOBO
oOpazoBaHus

CI1JIumpouansbiii neriko3 (ocTpbiid TUMGOOITACTHBIN JIeHK03, XpOHUYECKUN
mumponuTapHbii B-kieTounslii neiiko3, BonocaTokieTouHbld J€iiK03 U Ap)
C92Muenouansiii Jieiko3 (OcTpblii MUETOOTACTHBIN JIEHK03, XPOHUYECKUN
MUETTOUIHBIN JISUKO3 U . )

C93MoHouuTapHbIN JTEUKO3

C94Ipyroii JiIeiiko3 yTOUHEHHOTO KJIETOYHOI'O TUIIA

C95JIelik0o3 HEYyTOUHEHHOT'O KJIETOYHOI'O TUIIA


https://mkb-10.com/index.php?pid=1500
https://mkb-10.com/index.php?pid=1500

MHuokecTBeHHASI MUEJIOMA

Kpurtepuu ycTaHOBJICHHS IMATHO3A

IIpu ycTaHOBIEHHWH THArHO3a CHMNIITOMATHYecKO MM OKHBI IPUCYTCTBOBAThH
CIEAYIOIINE KPUTEPUU:

1

[Inazmatuyeckue kiIeTku B KocTHom Mosre 10% wu Oonee w/mnu
IUIa3MOKJIETOYHAs OIYyXO0JIb B OMONICUHHOM MaTepHalie MOPaKEHHOM TKaHU.
Opnun unu Oosiee CleAyIOIUX MPU3HAKOB MOPAXKEHUSI OPraHOB MM TKaHEH,
CBSI3aHHBIX C TUIA3MOKJIETOYHOM TIposindeparuei:

runepKaiblremMus (CbIBOPOTOUYHBIN Kanbluid Ha 0,25 MMoub/n wiu Ha 1
MT//1JT IPEBBILLIAIONINNA BEPXHIOIO TPAHUILY HOPMAIbHBIX 3HAUYEHUHN; WU
BBIIIE 2,75 MMOJIB/II, Wi BeImie 11 mr/mpn);

nouyeyHasi HeZJ0OCTaTOYHOCTh (KIUpEeHC KpeaTuHuHa MeHee 40 MiI/MUH 1in
KpEaTUHUH CHIBOPOTKHU OoJee 177 MKMoub/11, uiau 6omee 2 Mr/an);

anemus (remoryio6uH Ha 20 1/11 HUXKe HOpMaJbHBIX 3HaYeHUN win Hike 100
r/n);

nopaxeHue KocTeil (0 uH win 00jiee OCTCOTUTUUECKUI 0Yar, BbISIBJICHHBIH
pu peHTreHorpaduu mwin komnblotepHoit Tomorpaduu (KT) ckenera: npu
TUTa3MOKJIETOYHON HHPUIBTpallui KOCTHOTO Mo3ra Menee 10% 1omkHo
BBISBJISATHCS OoJiee 1 ouara nmopaxeHus: KOCTeH IJisi TPOBEICHUS
muddepeHnrnanTbHON TMArHOCTUKU C COIMTAPHOM MIa3MOLIUTOMOM €
MUHUMAaJIbHBIM BOBJIEYEHHEM KOCTHOTO MO3Ta).

Onun niu 6osiee MapKep OIyX0JIeBO aKTUBHOCTH:

6onee 60% 1mIa3MaTHYECKUX KJIETOK B KOCTHOM MO3T€;

COOTHOIIICHHE BOBJICYCHHBIX/HEBOBIICUEHHBIX CBOOOIHBIX JIETKUX IETEH
(CJIL) ceiBopoTku 60mee 100;

6onee 1 ¢pokanbHOro 04yara BOBJIEYEHHUS] KOCTHOTO MO3ra 110 pe3yjibTaTaM
MarHUTHO-PE30HAHCHOM

tomorpaduu (MPT): kaxapiii odar 1oKeH ObITh B AMAMETPE HE MEHee 5
MM.

MexayHapoJHBIM KOHCEHCYCOM OBUIM TakKe€ TEePEeCMOTPEHbl H KPHUTEPUU
JTUArHOCTHUKHU BSUTOTEKYIEH (TJIerieil) MuejioMmbl. B HacTosiee BpeMsi JUarHo3
BSUIOTEKYyIIeH (TJielomieil) MHeJIOMbl YCTAaHABIMBAIOT TMPU  005S3aTEITHHOM
BBISIBJIEHUM JBYX CJIEAYIOIINX MPU3HAKOB!

ceiBOpoTOuHBIN M-kommnioneHT (I1gG unm IgA) >30 r/n unu 6enok benc-
Jlxonca B Moue >500 mr/cyT n/mnm 10—-60% KIIOHaNbHBIX MIA3MaTHYECKUX
KJIETOK B KOcTHOM Mo3re (KM);

OTCYTCTBHUE NMIPU3HAKOB MOPAKEHUS OPTAHOB U TKAHEH, CBSI3aHHBIX C
MJIa3MOKJIETOYHOU UH(PUIBTpALMEN WK aMUIIOU1034.



e Kpome Toro Obu1a onpezaenieHa rpymnmna yjabTpa- BBICOKOIO pUCKa
BsUIOTEeKyLIed MM, ee KpuTepusmMu CiryKart:

o > 60% mrazMmaTtnueckux kKieTok B KM;

® COOTHOIICHHE BOBJICYEHHBIX/HEBOBJIEUEHHBIX CBOOOHBIX JIETKUX LENeH
(CJILT) ceiBopoTku >100;

e Ooinee 1 ¢pokanbHOro Ovara BopnedeHuss KM no pezynbraram MPT.

Craaun MHOKeCTBeHHO MueoMbl (1o B.Durie, S.Salmon)

Craaus

IIpusHax

Knerounas
Macca, 10-9/m2

COBOKYITHOCTB CIAEAYIOLUX IPU3HAKOB!

I'emornnoowun > 100 /i
HopManbHbIH ypOBEHB KaJIbIIHUS CHBIBOPOTKH

Pentrenonoruyecku — HOpMaJIbHasA CTPYKTYpa
KOCTEH MU O}II/IHO‘{HLIﬁ odar Iopa>XCHU:,

Huskuii ypoBens M-niporenna:

< 0,6 (HU3Kas)

o [gG<50r1/n
o [gA<30r1/n
e Oenok benc-JI)oHca <4 1 B CyTKH
1 IToka3zarenu, He cooTBeTcTBYIOMmME HU I, HE I11 0,6-1,2
CTaIusIM (cpennsis)
Il OnuH uny 6oJiee U3 CASAYIONINX MPU3HAKOB: >1,2
e ['emormoOun < 85 r/n (BBICOKAsT)

Kanpruit cerBopotku >3,0 MMOIB/N

MHoOXeCcTBeHHbIE OpaXKeHus Koctel (0osee 3
JUTUYECKUX 0YaroB)

Bricokoe conepkanne M-npotenna:
IgG > 70 r/n

IgA > 50r/n
benok benc-/I»onca > 12 r/cyr

I[OIIOJ'IHI/ITC.H])H]:IM INPU3HAKOM, OIIPpEACIAIOININM MOACTAANIO, ABJIHACTCH

cocTosiHue QYHKINM MOYEK:

A — HOpMalibHas (KpEaTUHHUH CHIBOPOTKHU MeHee 177 MKMOJIb/A WK 2 MI/1).
B — cHmxeHHas (KpeaTUHHH CHIBOPOTKH paBeH Wi Oosiee 177 MKMOIB/T Win 2

r/11).




Mesxkaynapoanas cucreMma craauposanus (ISS)

Craaus

Ilokazarenp

Mennana OB, mec

B2-MUKpOTI00YINH CHIBOPOTKH <
3,5 Mr/n
e AnpOymuH > 3,5 mr/n

62

uitu

B2-MUKpOTIOOYIUH CHIBOPOTKH <
3,5 Mr/n

e AnpOymuH < 3,5 mr/n

e [(2-MHUKpPOIJIIOOYJIUH CHIBOPOTKU

3,5-5,5 mr/n

44

B2-mukpornoOynus > 5,5 mr/n

29

I/IMMyHOXI/IMI/I‘IeCKI/Ie BapHaHTbI MHOK€CTBEHHOM MHEJIOMbI

Ha3zBanue IaTosorudyeckuii | UMMYyHoOr100yauH | YacTora
BapHaHTAa HMMYHOTJIO0OYJIMH | MOYH (THUII JIETKUX | BCTPE4aeMOCTH
IMaToJiorHyecKkuii | CLIBOPOTKH Ternei) (%)
G-muenoma GK 1NJIN GUJ K, 55-65
A-muenoma AK wimm Al K, 20-25
D-muenoma DK UJIN D[ K, 2-5
E-muenoma EK nwnu E[ K, 0,1-0,5
M-muenoma MK i M K, [ 0,05-0,1
Muenoma benc- Het K, [ 12-20
JI>xoHCca
(60me3Hb JIETKUX
LeTIei)
buknoHnanbHas Paznbie K vmm [ 1-2
MHEIIOMa COOTHOIICHUS
JBYX
Plg u 6onee (vame
lgG+IgA)
Hecekperupyromr | Her — 1-4

as MHUCJIOMa




IIpuMmep popMyMpoBaHHUs JUATHO3A:
MHOXeCTBEHHass MMEJIOMa, IMpoTeKamomias ¢ napanporenHemued Gk u
nporeuHypuen benc-JKoHCa K, pacnpOCTPaHEHHBIM OCTEOAECTPYKTUBHBIM
MPOIIECCOM, BHEKOCTHBIM KOMIOHEHTOM B oOnactu Th4, anemueit — IIb cragus
(Durie- Salmon), III cragus (ISS). Auanu33aBucumast moyeyHasi HeIOCTATOYHOCTb.

XpoHnyeckui JuM@oJ1enKo3

Craguu XJLJI mo Binet
Cranus XapaKTeprucTHKa Menuana % OOJIBHBIX
BBEIKMBAEMOCTH, MEC | B JIe0I0TE

e Hb>100r/n

A e TpomMOoruThl >100 %X109/n >120 60
e [lopaxeno <3 numdaTruuecKux
e o0nacrei
e Hb>1001r/n

B e TtpomOoruThl >100 X109/ 61 30
e [lopaxeno >3 nuMmdaTuuecKux
e oOmacrein™
e ['emornobun < 100 r/m unu

C ypoBeHb TpoMboruToB < 100x 32 10

109/n

*Jlumdatuyeckrue 06IacTu:

[ meitapie TUM(OY3IIBI;

[ moambIitiedHbie TUMGOY3ITbI (C OJTHOM HIIA JBYX CTOPOH);
[l maxoBbie TUMGOY3IIbI (C OJJHON WK JBYX CTOPOH);

L] mmeuyens; !

LI cene3enka.

MeskayHapOAHBINA NPOrHOCTHYECKUH HHACKC
MexayHapoaubiid npornoctuueckuid uHupexc (MIIM) nnst xpoHuueckoro

mumdoneiiko3a pa3paboTaH Ha OCHOBAaHMHM aHaIW3a BbDKHBaeMocTH 3472
MalKMeHTOB, BKJIIOYEHHBIX B BOCEMb MCCIEOBaHUM, TpoBoauBIIMXCS B EBpone u
CIHIA. Inaekc OCHOBaH Ha ISITH MapaMeTpax:

1. nanuuue del(17p) n/unu myrauuit TP53,

2. MyTallMOHHBIA CTaTyC T'€HOB BapraOEIbHOTO PETMOHA UMMYHOTJI00YJIMHOB,

3. ypoBeHb OeTa-2-MUKpPOTIIO0YIHHA,

4. ctagus,




5. BO3pacT NalUEHTOB.

Kaxaomy 13 3TUX mokaszaTesieil MpUCBOEH Oaill, OTpakaroluii OTHOIICHUE
puckoB nporpeccuu wim cmept . MIIN nua XJIJI mo3Bosisier IUCKpUMUHUPOBATD
MAlMEHTOB Ha 4YeThlpe rpynmnsl: Hu3kas (0—1 6amn), npomexxytounas (2—3 Oasa),
BbICOKas (4—6 OamnoB) u oyeHb Bbicokasi (7—10 OamnoB). CyliecTBYIOT JaHHbBIE,
YTO UHEKC MO3BOJISIET CTPaTU(GUIIMPOBATH MAIMEHTOB B peuuause XJ1JI.

MeXayHapOAHbIH NPOTHOCTHYECKUN HHICKC

[Tapamerp «—» 3HA4YCHUE OP bamnnb
TP53 (17p) Jlenenwst/myTanmst 4,2 4
Cratyc [gVH be3 myraruii 2,6 2
B2M, mr/n >3,5 2,0 2
Cranus B/C wmu Rai I-1V 1,6 1
Bo3spact >65 net 1,7 1
Bo3MoykHBIC 3HaUYCHUS IIKAJIBI 0-10

®opmyanpoBanue fuarnosa XJIJI ckiaaasiBaercs U3 NATH COCTABIAIOIIMX:

1. Cranmua no knaccudukanuu Binet (ykas3piBaeTcs Ha TeKylmIui MomeHT). B
JIMarHo3€ PEKOMEHAYETCSs OTMETUTh HaJIM4ue MACCHUBHOW aumdbaaeHOonaThuu
(pa3mepsl >5 cM, 00pa3oBaHUE KOHTJIOMEPATOB).

2. Vkazanue rpynnel pucka XJIJI mo MeXayHapogHOMY HpPOTHOCTHYECKOMY
unjekcy. Eciou nzBecten Tonbko crtatyc TPS53, yka3piBaeTcsl BRICOKUI PUCK.

3. Madopmarus o mpeaIecTBYIOMEH TeparmH.

4. ®daza: 0e3 mMOKa3aHWW K Tepalud, PEMUCCHS, PAHHUM PEHUANB, ITO3THUI
peunauB (MepBhIi, BTOPOH, N-HbIH ), TPOTPECCUPOBAHMUE.

5. OclioXHEeHus.

IIpuMmepsl popmyarpoBanus guarno3a XJLJI:

o XJUI, cranus A, MIIN 0, 6e3 mokazaHuii K Teparuu,

o XJUI, cramms B, MIIM 4, maccuBHas abmoMuHanbHas JUMQaICHOIIATHS,
BBICOKUU PHUCK;

o XIJUI, cragusa B, MIIU 5, cocTosinue nocie mectu KypcoB FC, pemuccus;

o XJIJI, cramus A, CcOCTOSHHME TOCJIE€  Tepalmud  XJOPaMOYIUIIOM,
MIPOrPECCUPOBAHUE;

o XJII, cragus C, MIIN 3, ayroummyHHas remonuTuyeckas anemus Il crenenu
TSHKCCTH;

o XJUI, cramus C, cocrostaue nocine msita kypcoB FCR, mectu kypcoB R-CHOP,
MOHOTEpANMUHU aleMTy3yMaOoM, TPETHH PElUANB. ACTIEPTHILIE3 JTIETKUX.




HUcerunnas nouuuremMus (JpurpemMust)

JMuarnoctuueckue kpurepuu UII (2008)

Bce mamueHTl € W3MEHEHHMSMHU B KJIMHMYECKOM aHAJIW3€ KpPOBHU
(remoryooun Oonee 185r/n mns myxunmH W 165 /1 1as JKEHIIMH, 3PUTPOIUTO3,
reMatokput > 45%), KOTOpbIe COXpaHSIOTCA Oojee 2 MeCAIEB, JOJDKHBI OBITH
oOcne0BaHbl 1Sl UCKIIOYEHHS] MUEJIONPOIu(epaTUBHOTO 3a00JI€BaHUS .

Huaruno3 UII nomxkeH ObITh YCTaHOBJIEH B COOTBETCTBUU ¢ Kputepusimu BO3
HAa OCHOBAHHMHM KOMIIJIEKCHOW OIICHKH KIMHHYECKON KapTHUHBI U J1a00paTOPHBIX
[I0Ka3areliei.

Bonbmme kpurepui:

1. T'emorno6un 6osee 185r/n mist MmysxuuH ¥ 165 1/ 1i1s1 JKEHIIMUH WK ApyrUe
NPU3HAKK  TOBBIMICHUS ~ O0BbEMa  HUPKYJIUPYIONUX  DPHUTPOIUTOB
(rematokpuT >52% y MyxuuH, >48% y KEHIIUH).

2. Myranus rena JAK2 V617F unu B 12 sx30He.

Mauisle KpuTepuu:

1. TIpu GUOIICHHU KOCTHOT'O MO3ra — TPEXPOCTKOBAs TUIepIuIa3us (MaHMHUEI03):
yBEJIMUEHHUE MPoJMdepalnuu 3JIeMEHTOB SPUTPOUIHOTO, TPAHYJIOIUTAPHOTO,
MErakapuolUTapHOTO POCTKOB MHUEJION033a.

Yposenb sputponodtrna (DI10) chIBOPOTKH HIKE pedepeHCHBIX 3HAYCHUH.
3. ®opMHUpOBaHUE OSHIOTEHHBIX OJPUTPOHUAHBIX KOJOHUA B  KYJIbType
KOCTHOMO3TOBBIX KJIETOK OosibHOTO 03 nobasnenus II10.

no

Huarnos UII noaTBepkaeTcs Mpu HAIUYUU ABYX OOJBIIUX U OJHOTO MAJIOTO
KPUTEPUS WK TIPU HATMYUHU TIEPBOTO OOJIBIIOTO U JBYX MAJIbIX KPUTEPHEB.

JAnarnocTnueckue kpurepun UII (2016)
boabmmne kpurepun
1. Hb: > 165 r/n (st myxuun), > 160 r/a (ans sxenimun) win Het: > 49 % (most
MYK4MH), > 48 % (114 )KEeHILNH)
2. B koctHOM wMmo3re 3-nuHelHas Mwuenonpoiaudepanus ¢ MoIuMOpOHBIMU
MeTraKapuOoIUTaMH
3. Hammmuue myrtanum JAK2
MauJible KpUTEpUHU
1.CyoHopmanbHbIii ypoBeHs EPO

Jlns ycranosnenus auarHosa UIT HeoOxoaumo 3 OONBIIMX KPUTEPUS WU TIEPBBIC
2 6onpmux u 1 maneiii kputepuid. [Ipu Hb > 185 r/a, Het 55,5 % y myxunn u Hb
> 165 t/m, Het 49,5 % y KeHIMH TOMyCKAeTCs HEBBITIOJIHCHUE TPEMaHOOHOTICUU
KOCTHOT'O MO3Ta.

Kaunnueckue popmblr UII
1) MackupoBaHHYIO (JJATEHTHYIO/TIPOAPOMAIIbHYIO);
2) KJIacCUYECKYI0 (Pa3BEPHYTYIO);
3) UII ¢ nporpeccupoBanueM/Tpanchopmainivein B Muenohuodpos.



CpaBHuTeJbHAS KIMHHUYECKASA M MOP(OJIOrHYeCcKasi XapaAKTEPUCTUKA NIPH
pPa3JIu4HbIX (OpMAaX HCTHHHOM MOJHMIUTEMUHN

Kiannuyeckasn Mopgoiiornyeckas XxapaKTepucTHKA

Dopma

MackupoBaHHas 1. Mopdonoruueckue npusHaku kinaccuueckou UII, Ho
U1l [IPA PAaHHUX CTAIUSAX MEHBIIASA KIETOYHOCTH KOCTHOT'O

MO3I'a WK pacIIUpeHNe 2 POCTKOB MHUEJION033a C
XapakTepHoi Mopdororuei u Tonorpadueit
MErakapuoLMTapHOTO POCTKA

2. Mopdonoruueckue npuzHaku, umutupyromue T
3. Mop@donoruyeckast KapTuHa Mpu a0JOMUHAIBHBIX

TpoMO03ax
Krnaccuueckas Krnaccudaeckast Mmopdosoruueckas KapTuHa C
(pa3Bepuytas) UI1T pacupeHueM 3 poCTKOB MHUEJION033a, COOTBETCTBYIOIIEH
Mopdoiiorueii u Tonorpadueil MerakaproIUTapHOTO
pocTKa
Tpaunchopmarus B ®ubpo3 cTPOMBI, pacIIUpPeHHUE TPAHYIOIUTAPHOTO
Muenodubpos pocTKa ¢ HelTpoduiiezom, mpoiudeparus

MErakapHoIlMTOB, PACIOI0KEHHBIX MPEUMYIIECTBEHHO
pa3po3HeHHo, 0e3 GopMUPOBAHUS TUIOTHBIX KJIACTEPOB,
[TpuCyTCTBYIOT KPYIIHBIE METaKAPHUOLIUTHI CO 3PEIIOi
Mopdosoruei, runepcerMeHTUPOBAHHBIMU SIIPAMU

Kannnueckue craaguu UII

| cragus — HavanbHas. Ha »Toli ctagmu Habmromaercs rumepruia3usi KOCTHOTO
Mo3ra 0e3 Hajauyus JIOOBIX MPU3HAKOB TpomOo3a, B mepudepUUIECKOr KpOBHU
OTMEYAEeTCS  NPEUMYLIECTBEHHO  MOBBIIMIEHHWE  MAacChl  LUPKYJIUPYIOLUIUX
SPUTPOLUTOB. XaPAKTEPHBIMU KIMHUYECKUMU MPOSIBJICHUAMU SIBISIOTCS IUIETOPA,
aKpOLMAHO3, SPUTPOMENAITHH, 3Y]l KOKH IMOCITIE BOJHBIX MPOUEYP.

Il A cragusa — spurpemuveckas (pa3BepHyTasi) 0e3 MHEJTOUIHON MeTAIIA31H
cejie3eHKH. B mepudepudeckoil KpoBH MOMHMO SPUTPOIMTO3a HAOIIOMAIOTCS
3HAUYMMBIN HEWTpoduiie3, MHOTJA CO CABUTOM JICUKOPOPMYINBI 10 €AMHUYIHBIX
MHEIIONUTOB, Oazodumusa, TpomOonuTo3. B KOCTHOM MO3re TOTalbHAs
TUNEepIUia3us BCEX TPEX MHUEIOUIHBIX POCTKOB. YBEJIMUYMBAETCS YacTOTa
TPOMOO30B.

Il A cragus — 3puTpeMuyeckasi (pa3BepHyTasi) ¢ MHEJOMJIHOH MeTamIa3uei
ceJie3eHKM. B 3Tol cTaguMm B T€YEHWM U CEJE3EHKE IOSABISIOTCA OYaru

JKCTPaMENYIIISPHOTO KPOBETBOPEHMUS. B JEUKOUUTAPHOU dbopmyne
YBEJIMYMBAETCS CIIBUT BJIEBO. B KOcCTHOM Mo3re HapacTaeT (puodpo3.

1l cragua — nocTmonnueremMuveckas (aHemMu4yeckasi). B KocTHOM Mo3sre
HapacTtaeT (uOpPoO3, TPUBOAAIIUNA K MPOrPECCUPYIONIEMY  CHUXCHHUIO

reMorjao0uHa, JeHKONEeHUH, TPOMOOITUTOTICHUH.




IIpumeps! popmyiupoBanus auarnosa UII

1. Ucrunas nonuueremus. JAK2 +. Pazgepnyrast ¢popma. |l A cragms.
Tpom003 riry00KMX BeH HUKHUX KOHEYHOCTEi.
2. HUctunasa noanneremusi. JAK2 +. Tpanchopmanus B muesiopudopos.

Il cragus. [lanouronenus.

XPOHUYECKH MUEJOJIEMKO3

da3pl XxpoHnveckoro muesoieiikoza (ELN)

Daszs1 XMJI Kuaaccupuxkamusa ELN
XD OtcyrctBue npuszHakoB @A nnu bK
(xponnueckas ¢aza)
DA 15-29 % OnacTHBIX KJIETOK B MepupepruiIecKoil KpoBH

(haza akcesiepanuu) * | U/ KOCTHOM MO3TE;

e cyMMma OJIACTHBIX KJIETOK U MPOMUETOIUTOB > 30
% (ripu 3TOM OJ1acTHBIX KJIeTOK < 30 %);

e KoymuecTBO 6a30¢huoB B kKpoBH > 20 %;

® [IEPCUCTHUPYIOIIAs TPOMOOIUTONIEHUS C YHCIIOM
tpombonuToB < 100 . 109/1, He cBsI3aHHAS C
Tepanueu;

e oOHapyxeHue HeKoTopwiX [IXA** B Ph-
MO3UTUBHBIX KJIETKaX Ha (poHe Tepanuu

BK Hanuune B nepudepryeckoit KpoBU U/WIM B KOCTHOM
(6sacTHbId kpu3) * | Mmo3re > 30 % O1aCTHBIX KJIETOK; TOSIBJICHUE
IKCTpaMENyJUIIPHBIX HHPMIHTPATOB OJIACTHBIX KIIETOK

* ®A wim BK ycTanaBiuBaroT mpu HAIMYUHU XOTS ObI OJTHOTO KPUTEPHSI.

** Tpucomust xpomocoM 8, 19; ynsoenue Ph-xpomocomsr [+der(22)
1(9;22)(q34;q11)]; m3oxpomocoma 17 [i(17)(q10)]; —7/del7q u nepectpoiiku
xpomocoMsbl 3(q26.2); =Y. O603HaYCHHBIE BHIIIE TOMOJIHUTEIHLHBIE XPOMOCOMHBIE
anomaimu (JIXA) BeIABISIIOTCS Ha (DOHE TEpaTHH.




Omnpenenenue rpynn pucKa XpoHMYeCKOro MmueJioJieiikosa mo Sokal, EUTOS,

Euro u ELTS
HikaJja DopmyJia pacyera I'pynna pucka
Sokal DkcnoHeHTa cymmsl [0,0116 . Huskuii (< 0,8)
Bo3pacr (yet) — 43,4] + [0,0345 . [MpomexyTtounsrii (0,8—
pa3Mephl celle3eHKu™ (CM) — 1,2)
7,51] + 10,188 . yucno tpom6GoruToB | Beicokuii (> 1,2)
(109/n/ 700)2 — 0,563] + [0,0887 .
YUCJIO0 OJACTHBIX KIETOK
(%) — 2,10]
EUTOS 7 . uucno 6azodunos (%) + 4 . Huzkuii (< 87)
pa3Mmepsl cene3eHKkn ™ (cm) Bricokwnii (> 87)
Euro 0,6666 . Bo3pact (0 — npu < 50 net; | Huzkuii (< 780)
1—>50 ner) + 0,0420 . pazmepsl [TpomexyTounblit (781—
cene3eHkn™ (cMm) + 1480)
0,0584 . yncno O6JaCTHBIX KIETOK Boicokuii (> 1481)
(%) + 0,0413 . yncno 203uHOGUITIOB
(%) + 0,2039 . uncno
6azo¢unos (0 —opu <3 %; 1 — >
3 %) + 1,0956 . yuciao TpoMOOIUTOB
(0 — mpu < 1500 .
109/;1; 1 — > 1500 . 109/m) . 1000
ELTS 0,0025 . (Boszpact / 10)3 + 0,0615 . Huzkuit (< 1,5680)

pa3mepsl cenesenku™® (cm) + 0,1052 .
YKCIIO OJIACTHBIX KIIETOK

(%) + 0,4104 . yucno TpPOMOOIIUTOB .
109/1/1000-0,5

[TpomexxyTouHblii (>
1,5680, Ho < 2,2185)
Boicokuii (> 2,218)

* Pazmepsl cele3eHKU Be3J/ie YKa3aHbl B CM U3-TI0]T peOepHOM TyTH.

ABTOMaTHYECKHUI
http://bloodref.com/myeloid/cml/sokal-hasford

MOJCYET

net.org/content/leukemias/cml/elts_
score/index_eng.html.

JOCTYNEH
u

Ha calTax:
http://www.leukemia-

IIpumepsl popmyanpoBanust Auarnosa XMJI

XpoHuueckuii wmmuenoseiiko3. Ph+. @a3a akcenxepamum.
Bbicokmii mo Sokal. Tpom6ounuTonenusi. HocoBoe kpoBoTeueHme.
XpoHuveckuii Mmuesoseiiko3. Ph+. BaacrHeiii kpwus.
THAXKeJasi CTeNeHb TIKeCTH.
CTOMATHT.

TpomoounTonenus.

Puck

AHemus,
Kananno3Hblid




OCTPBIU JIEMKO3

Knaccuduxanusa BO3 (2008) noapazaensier Bce OMJI, ocHOBBIBasich Ha UX
[IUTOTCHETUYECKUX U MOJIEKYJISIPHO-TEHETUIECKIX OCOOCHHOCTSIX, U MMEHHO 3TH
0COOEHHOCTH (POPMUPYIOT KIMHUKO-TATOJIOTMYECKHUE TPYIIIHI.

OcTpblii MHET00JIACTHBIN JICHKO03
OMUJI ¢ ycTOMYHMBO BbIAIBJIAEMbIMH F€HETHYECKUMHU AHOMAJTUSIMHU
OMJI ¢ t(8;21)(q22;922); RUNX1-RUNX1T1
OMUJI ¢ inv(16)(p13.1922) or t(16;16)(p13.1;922); CBFB-MYH11
OIJI ¢ t(15;17)(922;q12); PML-RARA
OMUJI ¢ t(9;11)(p22;923); MLLT3-MLL
OMUJI ¢ 1(6;9)(p23;934); DEK-NUP214
OMUJI ¢ inv(3)(q21g26.2) or t(3;3)(q21;926.2); RPN1-EVI1
OMUJI (merakapuo6macthsiii) ¢ t(1;22)(p13;q13); RBM15-MKL1

[IpenBapurenvHas nogkareropusi: OMJI ¢ HOpMaIbHBIM KAPUOTUIIOM U
MyTHpoBaHHBIM reHoM NPM1

[IpenBapurenvHas noakareropusi: OMJI ¢ HOpMaIbHBIM KaPUOTUIIOM U
MyTupoBaHHbIM TeHOM CEBPA

OMUJI ¢ u3mMeHeHUsIMH, CBSI3aHHBIMU C MUENIOIUCIUIa3ueH

OMUJI, no-gpyromy He cnenuuuuposanusie (NOS)
OcTpsiii MueI00JaCTHRIN JIEHKO3 ¢ MUHUMATBHOM
mudGepeHITIPOBKOM

OcTpsiii MueI00JaCTHBIN JIEHK03 03 co3peBaHuUs
OcTpsIii MUEI00JACTHBIN JIEHKO3 C CO3PEBaHUEM
OcTpbIii MUEITOMOHOOIACTHBIN JICHKO3

OcTpaIii MOHOOJIACTHBIN/MOHOLIMTAPHBIN JTSHKO3
OcTpslil 5pUTpOMHUENO3

OcTpblif Merakapuo0JIaCTHBIN JIEUKO3

OcTpeiit neiiko3 u3 6a3odunon

OcTtpplit naHMuEN03 ¢ MUEIOGUOPO30M (CHH.: OCTPBIN MUEIoGuOpo3; OCTPhIi
MHEIOCKIIEPO3)

OcTpble J1elK03bl HESICHOM JTUHUM TU(PPepeHIUPOBKHU

Octpsiit HeanbPepeHUPOBAHHBIHN JEHKO3

OcrTpsrii neiiko3 cmemannoro genortuna ¢ 1(9;22)(q34;911.2); BCRABL1
OcTperit neiiko3 cmemanHoro geHorumna c t(v;11g23);

peappanxupoBka rena MLL

OcTtpeiii neiiko3 cmemnanHoro penotumna, B/muenonansiii, NOS

OcTpeiii NeiiKo3 cMemnanHoro penotuma, T/mMuenonaasiii, NOS
[IpenBaputenbHas moakarerops : TuMGoOIacTHBIH Jieliko3/mmMdoma U3 KIETOK
HATypaIbHBIX KHJUIEPOB?



OcTtpsbie qum@podiacTHbIe Jeiiko3bl (BO3, 2016)

Ilo nanHbIM nocneaHero nepecmorpa kinaccupukanuu BO3 B 2016 rony, B aTo
BO3-knaccudukanuu octpoie 1uMpoOIaCTHBIC JIEMKO3bI PACCMAaTPUBAIOTCS B
paszzerne omnyxosei u3 npeamecTseHHUKoB T- u B-mumdonuTos [3]:

* 1) numdoObnacTHbIi neiko3/mumMdoma n3 B-npeniecTBeHHUKOB (OCTPBIN
nuM@oOIacTHBIN JEHKO3 U3 MPEIIECTBEHHUKOB B-KJI€TOK — CHHOHUM);

* 2) numpoOaacTHBIH Jeiko3/mumdoma u3 T-npeamniecTBeHHUKOB (OCTPhIN
nuM@oOIaCcTHBIN JTEHKO3 U3 MPEAIIECTBEHHUKOB T-KJIE€TOK — CHHOHUM).

B- aum¢oodaacTHblil Jeiiko3/mumMpoma
* B-numdoObnacTHbii neiiko3/mumpoma, 6e3 criennGuuecknx XapakKTepucTuK
(NOS — not otherwise specified)

* B-numdoObnacTHbI Jeiiko3/muMdpomMa ¢ MOBTOPSIOMIMMHUCST XPOMOCOMHBIMU

aHOMaJIHSIMH
— B-nmumdoobnactHeii neiikos/mumdpoma c t(9:22) (q34;q11.2); BCR/ABL1

— B-nmumdoobnacTHeIii etikos/mumpoma ¢ t(v;11q23.3); KMT2A rearranged
— B-mumdoObnacTaeii netiko3/mumpoma c t(12;21)(p13.2;q22.1); ETV6-RUNX1
— B-mumdoOnacTHbIi Jeiiko3/muMdoma ¢ Tunepaurionauei

— B-nmumdoOnacTHbIi neiiko3/muMdoma ¢ TUITOUTIIIONANEH (TUTIOIUTLIONTHBIN
OJLI)

— B-mumdoObnacTaelii neiiko3/mumpoma ¢ t(5;14)(q31.1;932.3); IL3-IGH
— B-mumdoobnacTaslii netikos/mumpoma ¢ t(1;19)(q23;p13.3); TCF3/PBX1
— (panee 6 knaccugurayuu BO3 2008 ne npedcmasnennsiii) B-numpobmacTHbIit

neiiko3/mampoma, BCR-ABL1-mono6usit (BCR-ABL1-like)

— (panee 6 knaccugurxayuu BO3 2008 ne npedcmasnennsiii) B-numpoobmacTHbIit
neikos/mumpoma ¢ IAMP21

T -numdobdaacTHbIM JeiKko3/1uMmdpomMa
— (panee 6 knaccuguxayuu BO3 2008 ne npedcmaenennwiti) N3 paHHUX
npenmecTBeHHUKOB T-muMdoOmacTHbIN neiko3/mumpoma

— (panee 6 knaccugurxayuu BO3 2008 ne npedcmasnennwiti) NK-kneTounsrit
nuM@oOnacTHbI Jeiko3/mumpoma

B Poccuiickoit @eaepanuu kiaccupukanus BO3 10 HacTosilero BpeMenu He
HMeeT IMPOKOro NPUMEHEeHHsI. JTO CBA3aHO B MEPBYI0 o4Yepeab ¢
OTCYTCTBMEM PYTHHHOI0 KAPHMOTHIIUPOBAHMS BO MHOTMX PerHOHAJIBHBIX



LIEHTPAaX, He TOBOPHA yKe 0T BO3MOKHOCTH BbINOJIHEHHUS MOJIEKYJISPHBIX
uccjaenosaHuil. /{axe npu npoBeeHU MHOTOLEHTPOBBIX UCCJIEIOBAHM C
yyactueM “mpoaABHHYTHIX” reMaToJOrH4eCKMX HEeHTPOB, 10JISl BbINOJIHCHUS
HUTOreHETHYECKOI0 UCCJIeI0OBAHMS cocTaBiseT He 0oJsiee 60%. [o cux mop
ocHoBOI1 Ki1accupuuupoBanuss OMJI B P® saiBisercs kiaaccupurkanus,
npenoxkeHHas ppanko-amepukano-opuranckoii (PAB) rpynmoii IkcnepTos
B 1976 r., u nepecMoTpeHHas U A0NOJHeHHAast B 1991 r.

Kaaccuduxanus octpbix Jeiiko3oB (FAB-knaccupuxanms, 1991)

Kuaccupukanus ocTpbIX MUEJOUIHBIX JIEHK030B

Bapuant Mopddoaorus u

P N Pk Hmmynogenor I'eHor
0CTpOro Jieliko3a MUTOXUMUSA - i KommenTapuu
U ero 4acrora KOCTHOT0 M0O3ra
OMIJI-MO,

bnactel I Tuna

HeaudGepeHupo >30%:
BaHHBIN OCTPBIM I/ITOX’I/IMI/IIIGCKI/I CD13, 33, 34; Ouenb I0XO0H
MHENOONACTHBIH | HLA-DR (+) MIPOTHO3

. HEraTUBHbIC
neriko3 (OMJI) 61ACTEL
(5%)

bnacter [ u 11
THII0B >90%:;

OMJI-MI1, OMJTc sudan black umm | CD13, 14, 15, Huorx |inv (3)

MHWHHUMAJIbHBIM

CO3DEBANIEM muenonepokcunas 33, 34; HLA- ainv accoIuupoBaHa C
(15(1;0) a (+); uHoraa DR (+) (3) TPOMOOIIUTO30M
PUCYTCTBYIOT
najgo4yku Ayapa
bnacter I, I u 111
’ [Mpum t(8;21)
(V) 9
zggg/lz_ ><3200g;0H OJIaronpUsATHHIN
’ t(8;21) mporHo3; wame B
MOHOIIUTAPHBIX 5 MOJTOTOM
- s (HH
COOI\B/U:BZL%;G?/IMH ¢ ggg;(r)ll(k;lgck ) CD13, 15,33, mojoB BO3pacTe,
E ’ 34; HLA-DR (+) mHe  accoruupoBaH ¢
(25%) MUEJIOTIEPOKCHIA3 cIyuae [PKCTpaMe Ty IAp
a B HBIM
XJIOpareTaTIcTepa HOpaKeHIEM 1
38, MHOTAE MHOTO CIUICHOMETAIIUEN
najgoyexk Ayspa
>30% Os1acToB U Jlyummii nporsos
aHOMAaJIbHBIX CD13, 33, 15, .- cpean OMJI;
81(\)/33) M3, 0111 npomuenonuToB; | pexe CD 34; ;(15’17 rdPexTrBHA
mHoro najgouek  HLA-DR (-) peTHHOEeBas

Aynspa, nHoraa KHUCJIOTA;



OMJI-M3v
(variant)

OMIJI-M4,
MHUEJIOMOHOLIUTAP
HBIU JIEUKO3

(25%)

OMIJI-M4eo,
MHUEJIOMOHOIIUTAP
HBIHN JIEUKO3 C
203UHODHITHCH

OMIJI-MS5 A,
MOHOLIUTaPHBIN
neiko3 (5%)

OMIJI-MS5 B,
MOHOLIUTaPHBIN
JIEUKO3 C

CO3pEBaHUEM
(5%)

OMIJI-Mé,
3PUTPOJIENKO3
(5%)

CKOIUICHUSAMMU;
MHOI'0 T'paHyI;
LIUTOXUMHUYECKU
(+++4)

>30% 6s1acToB U
AHOMAJTbHBIX
POMUENIOLUTOB;
TIPOMHUEIIOTIUTHI
0e3 rpaHyi u
nanoyexk Ayapa;
ITUTOXUMUYCCKU
(+5)

Kak n npu M2, 3a
UCKITFOUCHUEM
TOTO, YTO
MOHOIIUTAPHBIC
kietku >20% u
<80%:; B IIK
>5x109/n
MOHOIIUTOB;
anba-HadTo
(++)
Bcerpeuarores
aHOMAaJIbHbBIE
0a3zo(dIbHBIC
203UHO( I B
OCTaJIbHOM
aHajoruyeH M4

>80% KIeTOK
MOHOLUTAPHON
nuaun; >80%
MOHOO0JIaCTOB;
anbda-HadTomn (+)

Ananorngyes M5
A 3a
HCKITFOUCHUEM
Toro, uro <80%
KJIETOK —
MOHOOJIACTEI

>50% stmepHbBIX
KJIETOK SIBJISIFOTCS
SPUTPOUTHBIMH;

>30%

Kak npu M3,
CD2 (+)

CD13, 14, 15,
33, 34; HLA- -
DR (+)

inv
(16),
del
(16)

Kak npu M4

CD13, 14, 33,
34; HLA-DR (+)

Kak npu M5 A;
CD34 (-)

CD13, 33, 41,
71, HLA-DR,
rkodopun A |7

11923

11923

Yacto
del Su

BBICOKHUM PUCK
JABC; uame y
MOJIOJIBIX JIWII

Amnanornues M3;
MOXKET
TPAKTOBAThCS Kak
MOHOLIUTapPHBIN
OCTPBIN JIEUKO3

MoHnouurapHas u
rpaHyjIoIUTapHas
nuddepeHupon
Ka; 4acTo
JKCTpaMEnyJuIsp
HBIC TIOPAKECHUS

Xopomui
MIPOTHO3; YaCTO
OTMEYAETCS
AKCTpaMEnyJUIsIp
HOE TIOPaKEHHE

[T;moxou nporxHos;
4acTo
AKCTpaMEqyJUIsIp
HbBIC TTOPAXKECHUSA

Ananornye”
MS5SA

Ouenp MI0X0H
MPOTHO3; 4acTO
pa3BUBACTCS U3
MHUEJIOJUCIIIACTH



HEOPUTPOUAHBIX YCCKUX

KJIETOK — CHUHIPOMOB H Y
omnacter; PAS (+) TTOXKHUJIBIX
MAIUEHTOB
Muxkpomerakapuo
0J1acThI; [1oxo0# nmporHos;
B KPOBHU WNuorn [wacto ¢puodpo3;
OMJL-M7 (dparMeHTbI CD4l1, 61 (wyacto |ainv  |yacto M7
’ METaKapuOIMTOB; |JTOXKHOMOJOXKHUT ((3); MPEAMIESCTBYIOT
MeTakapruoOIacTH ‘o,
R o/ 'MHCIIONICPOKCU/IA3 eIbHBIC t(3;3); MJC wn
I J1eiiko3 (10%) _
a(-); pe3yabTaThl) Tpuco |Muenonponudepa
anbQa-HapTONI U mus 21 | TuBHOE
PAS moryT ObITH 3a0osieBaHMe

(+)

®A3bI OCTPOI'O JIEMKO3A
IlepBuuyHoO-akTHBHAA (a3a
Pemuccust 3a0o01eBanusa
Penuaus 3a001eBanus

DA3bI JIEYEHUSA OCTPOI'O JIEUEHU S
-aza HHIYKITUU
-(haza kKoHCONIMIAINN
-(haza moaiepKUBAIONICH TCPAITHH

IIo xonamuyecTBy JieikonuTOB B mnepudepuyeckoid kpoBu (B.J/lemerex,
nutupyetcs o A.ILL 3aiiuuky u A.Il. Uypunosy, 2002)

— neiikeMudeckne(pe3Koe yBeInUeHHe Koimdectsa Jeiikomuros— 100,0 10%1 u
BBIIIIE);

— cybueiikeMudeckue(yBeIMUeHIe Yrcla eiikomuTos 1o 100,0 110%/m);

— ajedKeMU4YeCKUe(UUCIo JICMKOIMTOB HE U3MEHEHO);

— JEHKONEHHYECKUE(YUCIIO NeHKOLUTOB YMEeHbIeHO — < 4 *10%/1).

IIpumepsl popmyanpoBanus guarno3a OJI

e OcTpblil MHEJIOMOHOOJIACTHBIN JIeHK03, IEPBUYHO-aKTUBHAsA (a3a. M4 no
FAB-knaccupukanun. Uaaykuuss peMuccuu. AHeMHUsI CPeJdHell CTeneHH
TKecTH. TpoMOonuTONEHUS.

e Ocrpbiii  T-nmumdodaacTubii  Jeiiko3. Pemuccus or  14.02.2019.
Ionnep:xxuBaronmas repanus.

e Ocrpbiii  B-smum@oOacTHbIl  J1eHK03, NepBUYHO-aKTHBHas  (a3a.
Nunykuus pemuccun. Heiposeiikemus.



I'EMO®NJINA

PDopMma remopuinu

v’ Temoduiaust A (kiaccudeckas popma) - nepunut VIII ¢pakropa —

AnTureMmopuiIbHbINi r100yauH A (70-80 %)

v' T'emoduaust B (6-up Kpucrmana) - nepuuur IX ¢pakropa —

AnTuremopuiabnslii paxrop B (6-13 %0)

v T'emoduaust C (6-ub Pozenraus) — ne¢punut X| ¢axropa -

AnTHreMOouiIbHbINi 1100y C

Knacenpuxanus remopuiInm no creneHu TAKeCTH

dopma AKTHBHOCTH Kiaunnuyeckue nposiBjieHust
FVII/FIX
(mopma 50-150%)
Tsaxenas <1% JleGroT 3a00ieBaHuUsI B pAaHHEM JICTCKOM
Cpenneii 1.50 BO3pacre: peanI/EBI/IpyfomHﬁ
reMOpparu4ecKuii CHUHAPOM
THKECTH MPEUMYIIECTBEHHO I'€MaTOMHOT'O TUIIA
(MpenMyIIeCTBEHHO CIIOHTAHHBIE
KPOBOTECUCHU )
Jlerkas >5% KpoBoTeueHust BOSHUKAIOT TTOCIIE TPABM

HJIA IIPpXU IIPOBCACHUHU MHBA3UBHBIX
BMECIIATCIIbCTB

IIpumepsl popmyapoBaHUA TUATHO3A TeMOPUITHS

I'emoduiaus A, Taxenas creneHb. OCTpbIi reMapTpo3 NPaBoro KOJEHHOI 0

cycTasa.

I'emoduiaus B, cpeaHen creneHy TAXKECTH.




BOJIE3Hb BUJIVIEBPAHIA

Kaaccudpuxauus 0onesnn Buinedpanaa

Tun Yacrora, XapakTepucTuKa
3a0o0seBaHus %

Tum 1 70 Yactuunseiii nepunur vWF; ypoens FVIII HopManbHbIit
VJIM CHUKEHHBIN TPONOPLHOHAIIBHO CTETIEHU CHUKEHHUS
vWF

Tun 2 25 KauectBennnie nedextst VWF

2A CHM>KEHUE KOJIMYECTBA BBICOKOMOJIEKYIISIPHBIX
MysbTAME-pOB VWF BCiieICTBUE MTOBBILLIEHHON
YyBCTBUTEIBHOCTH K ipoTeaze ADAMTS13

2B [oBeimenne appunnoctu vVWF k perrentopam GPIb
TPOM-00LIMTOB, U30bITOUHOE CBsi3bIBaHHE VWF C
TPOMOOIIUTAMU

M CHmKeHue pUCTOIeTHH-KO(paKkTOpHO# akKTUBHOCTH VWF
IIPU HOPMAIIBHOM CcoJiepkaHuu anTtureHa vWwF;
HOpMaJib-Hast MyJIbTUMEPHAsS CTPYKTypa VWEF

2N Cumwxenue adpunHoctu k FVIII

Tun 3 3) [Ipaktnuecku nonHoe orcyrcTBue VWF ¢ HU3KOM

akTUBHO-CcThIO FVIII

IIpumeps! popmynupoBanus nuario3a bouesns Buiiedpanna

Boae3ns Buiieopanaa tun 1. KpoBoreueHue U3 JIYHKH yAaJ€HHOI0 3y0a.




NIUNOHNATHYECKAS TPOMBOIUTOIIEHNYECKAS ITYPITYPA
KIJACCUDPUKALIUSA
1. Ilo nmuTenpHOCTH TEYECHUS 3a00I€EBAHMS .

* BIIEPBBIE JUATHOCTUPOBAHHAS C JUIUTEIBHOCTHIO 10 3 MEC OT MOMEHTA
JIMAarHOCTHUKH;

* IEPCUCTHUPYIOIIAS C JJIUTEIBLHOCTHIO OT 3 70 12 MeCc OT MOMEHTa JUAarHOCTHUKY;
* XpOHUYECKasl C JNIUTEIbHOCThIO OoJiee 12 Mec OT MOMEHTa TUarHOCTUKH.

2. 1Ilo XapaKTCPy U BBIPAKCHHOCTHU I'CMOPPATrNICCKOT0 CUHApPOMA (KJ’IaCCI/I(I)I/IKaL[I/IH
BO3):

* 0-i1 cTenenu -- OTCYTCTBUE FeMOpPParuueckoro CUHIPOMa;

* 1-i1 cTenenu -- NETEXUH U SKXUMO3bI (€IMHUYHBIE);

* 2-i1 cTeNeHH -- He3HAYUTENbHAs IOTepsl KPOBU (MeJIeHa, reMaTypus,
KPOBOXapKaHbe);

e 3-if cTemeHW -- BBIpAKEHHAs TOTeps KpoBH (KpoBOoTeueHUe, Tpeldyrolee
NepeNBaHUs KPOBU MM KPOBE3aMEHUTEINEH);

* 4-i1 cTeneHW -- TspKeNas KpoBomorTeps (KPOBOM3IMSHUS B TOJIOBHOM MO3T H
CeTYaTKy IJia3a, KPOBOTECUEHUS, 3aKaHUNBAIOIIHNECS JIETAIBHBIM UCXOI0M).

®opmbl UTII

Tskenan. K tsokenont UTII oTHOCAT ciiydan, COMPOBOXKIABIIUECS CUMITOMAMHU
KpOBOTEUYCHUS B J1eOr0OTe 3a00sIeBaHUsl, TOTPEOOBABIKE HA3HAUYCHHS TEPAITUH, WU
Cily4au BO30OHOBIIEHUSI KPOBOTEUEHHUM ¢ HEOOXOAMMOCTHIO TIPOBEICHUS
JOTIOJIHUTENbHBIX TEPANIEBTUUECKUX MEPOIIPUSITUI, TOBBIIIAIONIUX YHCIIO
TPOMOOIIMTOB, WU YBEIMYEHUS TO3UPOBKU UCTIONH3YEMBIX JICKAPCTBEHHBIX
CPEACTB.
Pedpaxkrepuas ¢gopma UTII onpenensiercs 0OTCyTCTBUEM HENMOCPEACTBEHHOIO
OTBETA Ha CILNICHAKTOMHIO, IIOTEPEN OTBETA MOCJE CITICHIKTOMUH U
HEO0OXOTMMOCTBIO MPOBEACHUS JATBHEHUINIETO JICYCHUS I KYITUPOBAHUS
KJIIMHUYECKU 3HAYMMBbIX KPOBOTEUCHHIA.
K pe3ucrentnoii popme UTII cnegyeT OTHOCUTH Citydan OTCYTCTBHUS WU MTOTEPU
oTBeTa 1ocJe 2 u 0osee KypcoB JISKAPCTBEHHOM Tepanuu, TpeOyrolne
BO300OHOBJICHHS JICUCHUSI.

JTUNATHOCTUKA UTIIL
Juarno3 UTII sBnseTcsa nuarao3oM uckiodeHus. Crnenupuyueckux
JIMAarHOCTHYECKUX MAapKEPOB B HACTOSIIEE BPEMSI HE CYLIECTBYET.
JInarHo3 ycTaHaBIMBAETCS HA OCHOBAHHUM CJICYIOIINX KPUTECPHUEB:
* u3onupoBaHHas TpomoouuTonenuss Menee 100,0 X 109/1 kak MUHUMYM B IBYX
MOCJIETIOBATENBHBIX aHAJIN3aX KPOBH;



* OTCYTCTBHE MOP(HOIOTHUECKUX U (PYHKIMOHAIBHBIX AHOMAJIUH TPOMOOILIMTOB;

* OTCYTCTBHE MATOJOTUU JTUM(POIIUTOB, TPAHYJIOLMTOB U SPUTPOLUTOB;

* HOpMaJIbHbIE NTOKA3aTeNM TeMOTI00MHA, IPUTPOLIMTOB U PETUKYJIOLUUTOB, €CIIU HE
OBLIO CYIIECTBEHHOW KPOBONOTEPH;

* MOBBIIIEHHOE WK HOpMajbHOe KosinyecTBO MKII B Muenorpamme;

* HOpMaJIbHbIE Pa3MEPhI CEJE3ECHKHU;

*OTCYTCTBHUE OpYTUX MaTOJIOTUYECKUX COCTOSIHUU, BBI3BIBAIOLIMX
TPOMOOIUTOINEHHIO;

* HAJIMYUE TPOMOOIIMTACCOLIMUPOBAHHBIX AaHTUTEN B BBICOKOM TUTpPE (HOpMaIbHBIN
TUTp He uckiovaetr UTII).

IIpumeps! popmyauposanus ruarnosa UTII
HNneonarnyeckasn TPMOOIUTONIEHUYECKAS nypnypa, BIIEpPBHIE
AUATHOCTHPOBAHHAA, TsAKeIas. 3-cTeneHu BbIPAKEHHOCTH
reMopparu4eckoro  cuHapoma. MaToyHoe  KpOBOTeYeHHe. AHeMUA
MOCTreMopparu4ecKas TAKeJa0d CTeNeHH.

AYTOUMMYHHAS TEMOJIUTHYECKASI AHEMUSI
Knaccudpuxanus AUTA

IepBuunas (uauonatudeckas) AUTA

Bropuunas AUT'A. Ilpu apyrux 3aboneBanusx (TUMQPOIUTAPHBIMHU OIYXOJISIMU,
cuctemMHol kpacHol Bosiuankoi (CKB), peBMaTouiHbIM apTPUTOM, a TAKKE C
Hecneu(pUIECKUM SI3BEHHBIM KOJIUTOM, BPOXKICHHBIMA HMMYHOAEPUITUTAMH,
PAKOM TOJICTOM KHILIKH, JIETKUX, )KENYyJKA U IMYHUKOB, HEKOTOPBIMU
UHPEKIUIMA).

®opmbl AUT'A

1) ¢ HemoMHBIMU TETUIOBBIMU arriatoTuHuHAMHA (80% BceX OOJIBHBIX);

2) ¢ MOJTHBIMU XOJIOAOBBIMU arritoTUHUHAMU (12—15% Bcex ciyuaen);

3) ¢ TEIIOBBIMU FEMOIU3UHAMU;

4) ¢ nByx(a3HbIMHU XOJIOJOBBIMU TeMom3nHamMu Jlonata—JlaHamrelinepa
(kpaifHe penkas ¥, Kak MpaBuiIo, BropudHas Gopma mpu CHPUINCE U BUPYCHBIX
UHDEKIUAX).

Mpumeps! popmyauposanust auarnosa UTII
AYTOMMMYHHasi TeMOJHUTHYECKAS AaHEMHSI € HENOJHBIMH TeIJIOBbIMU
arrJIlOTUHUHAMU. CpelHeH CTeleHH THAKEeCTH.



AIIVTIACTHYECKASA AHEMUSA
Kpurepuu quarnosa.
* TpexpocTkoBas  uurToneHus: aHemusa (remormobobun < 110  r/;),
rpanyinouuronenuss  (rpanyjgouutel < 2,0  x109/;m), TpomOommUTONEHUS
(tpombouuTe! < 100,0 x 109/1).
¢ CHW)XEHHE KJIETOYHOCTH KOCTHOIO MO3ra M OTCYTCTBHE METraKapHOLHUTOB IO
JaHHBIM IMyHKTaTa KOCTHOTO MO3ra (CTepHajbHas MyHKIUs).
e Amnasusi KOCTHOro Mmosra (mpeoOnagaHue >KUPOBOTO KOCTHOTO MoO3ra) B
OuonTaTe MOJAB30IIHON KOCTH (OmiIaTepaibHasi TPEIaHOOUOTICHS ).

Kpurepun TiskecTH aniacTU4ecKoi aHeMHMN.

* Hersxxenass AA: rpanynouuronenus > 0,5 x 109/m;

* Tsaxenas AA: rpanynomurtonenus < 0,5 x 109/n, tpom6ouutonenus < 20,0 x
109/m);

* CBepxtspkenas (oueHb Tsxkenas) AA: rpanynoruronenus < 0,2 x 109/m).

BapuaHTbI TeyeHHS aNJIACTHYECKOl aHEeMHMH, B 3ABUCHMOCTH OT BbISIBJICHUA
ITHI'-kJ10Ha:
Anactuueckas anemusi, mporekaromias 6e3 [THI-knona

Armactuyeckas aneMusi, mpotekatomasi ¢ [THI -xkimonom

Anactudeckass aHemusi, npotekaromas ¢ curapomom [THIT (cyOxnmmauueckue
NPU3HAKUA BHYTPUCOCYIUCTOTO TEMOJIHN3A).

IIpumepsb! popMyMpoBaHMS IMATHO3A AIJIACTHYECKAS] AaHEMHUS
AmJiacTuyeckasi anemusl, Ts:kesasi, 0e3 ITHI-kiaona. Acneprusuies Jierkux.

AliacTuyeckasi aHeMusi, cBepxtTsikesaasi, 0e3 ITHI'-kinona. Kenymouno-
KHMIIeYHOe KPOBOTeYeHHe. AHeMHS NOCTreMOpparudeckasi, TsKeJIOM
CTEeNeHH.

Kaaccupukanus aneMui.

|. Knaccugpuxayus anemuii no namoeenesy

1. Anemuu BclieIcCTBUE KPOBOIMIOTEPH (IIOCTTEMOPPATrHUECKHUE):

a) ocTpas MocTreMopparuyeckasl aHeMHUs;

0) XpoHWYECKas MOCTreMOpparunyeckas aHeMHsl.

2. AHemuu BCIEICTBHE HapyIIeHUS OOpa30BaHUS JPUTPOIMTOB U
remornioonna: (OKJIA; meramo0yiacTHpIe aHEMUH, CBSI3aHHBIC C HapyIICHHEM
cunaresa JIHK; runormiactrnyeckas (aruractuiaeckas) aHeMusi).

3. AHeMHUU TeMOJUTHYECKHUE (HACJIEeICTBEHHbIC: aHEMUA MUHKOBCKOIo—
[Maddapa, oBamoUMTO3, AaKAHTOLIMTO3,  CEPIOBUHOKIECTOYHAS  aHEMWUS,
TeMOTJIOOMHO3bI, TATACCEMUS; MPUOOPETEHHBIC, Ay TOUMMYHHBIE).



Il. Knaccuguxayus anemuii no cmenenu msrcecmu

1. Anemus J1erkoi CTENeHn — CHUKEHHE YPOBHS remMorioouHa a0 90 r/m.
2. AHemus cpeliHel cTeneHu — ypoBeHb remoriioouna ot 90 go 70 /.

3. Tsxenas anemus — remMoryioous menee 70 /1.

Il Knaccugpuxayus anemuii no yposuio pecenepayuu 3pumpoyumos:

1. PereneparopHast ¢popma aHeMHUH — PETUKYJIOIUTOB Oosbiie 10%o (Tipu
IreMOJIMTUYECKUX AHEMUSX, PETUKYJIOUUTAPHOM KpHU3€ MPU JICUEHUH BUTAMHUHOM
B12 nepuunino3Hoit anemuu, nocjae KpoBOMOTEPD ).

2. 'mnopereneparopHast ¢popMa aHeMHil (C MOHMKEHHON pereHepaTOpHOM
(¢yHKIMEH KOCTHOTO MO3ra) — pEeTUKYJIOUMTOB MeHblne 10%o0 (mpu
KENe301ePUIUTHBIX ~ aHeMMSIX, MErajio0JIacTHble  aHEeMHH, XPOHUYECKUX
KPOBOTIOTEPSIX).

3. T'mnomuiactuyeckas WM amjacTUdeckas ¢opMa aHeMHH (C pe3KuM
YTHETCHUEM TIPOIIECCOB DJPUTPOIIOI3a) — PETUKYJIOIUTOB MeHee 2%o (mpu
THITOTIACTUYCCKUX aHEMUSX, aHMuenodTuse).

IV.  Kraccugurxayusa anmemuti no yeemosomy nokazameno (L{II) -
COOEPIHCAHUIO 2eMO2TI0OUHA 8 IPUMPOYUMAX.

1. Anemus runoxpomuas, LI < 0,8 (kenesomedunurHas aHeMusl,
TaJaCCEMHUH ).

2. Anemus Hopmoxpomuasa, LIT 0,85 — 1,05 (aHemusi npu XpOHUYECKOM
MOYEYHOM  HENOCTATOYHOCTH,  aljlacTUYecKas  aHeMus, ayTOUMMYHHas
reMOJIMTUYECKass aHeMHs, aHeMus Tpu 3a00JeBaHUSX TI€YeHH, OCTpas
nocTreMopparmuueckasi aHeMusi).

3. Amemms runepxpomuas, III >1,05 (Bl2-gebunurtHas aHemus,
dbonueBoaehUIMTHAS AaHEMUS).

V. Knaccugurayusa anemutl no ouamempy IPUMPOYUMO8
(mopgonocuueckas):

1. MaxkpouurapHas aHemusi (cpeaHUNl 00BEM SpUTPOIUTOB (IMean
corpuscular volume) - MCV> 100 mxm® (u); [uaMeTp 3pHTPOLIUTOB > 8 MKM-)
(medunmt BuTamuaa B12 u ponmeBoii KUCI0ThI, 00JIC3HN TICUYCHN ).

2. MukpouuTtapnas anemusi (MCV<80 MKM® (1), TuamMeTp FSPUTPOLIUTOB <
6,5 MkM) (neduuT kene3a, HapylIEHUs] CUHTE3a riao0MHA, HAPYIIEHUE CUHTE3a
nopdupurHa).

3. Hopmouurapuas anemust (MCV 81-99 MEKM® (1), nimameTp SpUTPOLIMTOB
7,2-7,5 MKMS) (HegaBHSASL KPOBOMOTEpSl, TE€MOJU3 HAPUTPOLMUTOB, THUIO- U
arjacTU4ecKas aHeMus).

IIpumeps! popmyIMpoBaHUA JUATHO3A
KenezonepuuurHasi aHeMmusi, CpeHel cTeneHu TskecTu. [lommmenoppes.

B-12 nepunurHas aneMus, Taxkeaass. PyHUKYJIAPHBbIA MUeI103. XPOHHUYECKUN
aTpouUeCKuil racTpur.



JIMTEPATYPA

1 KunHuyeckue peKOMEHIAUMH 110 JIeYEHUIO AllJIACTHYECKO aHeMHUHU
(koMOMHMpPOBaHHAA HMMYHOCYIIpeCCMBHAaA Tepanusn), 2018

2 KumHnyeckue peKOMEHJIANMH 110 JUATHOCTHKE U JIeYEeHHIO
ayTOMMMYHHOI remosiuTuueckoii anemun (AUI'A) y B3pocabix, 2018

3 KiauHuYyecKHe peKOMEeHJAlUH 10 JUATHOCTHKE U JICYCHUI0 00J1e3HH
Buaneopanna, 2018

4 HaumoHa/lbHbIEe KJIMHUYECKHE PEKOMEHAAIUM 110 JTHATHOCTHKE U
JICYCHUIO HACONATHYECKO TPOMOOLUTONECHUYECKOM IypIypPbI
(mepBUYHOM MMMYHHOI TPOMOOUMTONECHNH) Y B3POCJIBIX PeAaKIHs
2018 r.)

5 KiumHnyeckue peKOMEHIANMH M0 JUATHOCTHKE U JIeYEeHHIO
XPOHUYECKOro Mueoeiiko3a, 2018

6 KiumHnuyeckue peKoOMeHIANMH MO TUATHOCTHKE U JIEYEHHI0 OCTPBIX
MHEJONIHBIX JIeK030B B3pocabIx, 2018

7 HaunuoHaabHble KJIMHUYECKHE PEKOMEHAAIUM N0 JTMATHOCTHKE H
Tepanuu Ph-HeraTuBHBIX MHeJIONPOIH(epaTUBHBIX 3200/1eBAaHMIA
(MCTMHHAS MOJUIIUTEMHUS, ICCEHINATBHASI TPOMOOIUTEM UL,
nepBUYHbIN Muesi0puopo3) (pexaxkuust 2018r)

8 KiuumHn4yeckue peKOMeHAALUH M0 JMATHOCTHKE H JICYEHHIO OCTPBIX
JuM@o0JIaCTHBIX JIeiK030B B3pociabIxX (pexakuus 2018), 2018

9 Poccuiickue KIMHUYECKHE PEKOMEHIANNH 10 JHATHOCTHKE U JICYEHH IO
JauM@onposndepaTuBHbIX 3a00aeBanuii, 2016

10 KiimHn4yeckue peKOMEHJIAIMH 110 JUATHOCTHKE U JICYEHHIO
MHOKeCTBeHHO MHuejaoMbl, 2016

11 KannHnyeckue peKOMeHIAIMHU 10 JUATHOCTUHKE U JieYeHHI0 reModuium,
2018



