[Ipunoxenue 5
K NpUKasy
MuHucTtepcTBa 3ApaBOOXPAHEHUA
PecrniyOnuku benapyce
201 Ne

KJIMHUYECKUU [TPOTOKOJI
JUArHOCTHUKHU U JICUCHUS [TAlITMCHTOB B BO3paCTe CTapIHe 18 JICT
C MUCJTIOOUCITJIIACTUYCCKUM CHHI[pOMOM

I'JTABA 1
OBIIUE ITOJOXXEHWA

1. Kniunnyeckuii mpoTOKOJ AMarHOCTHKU M JIeYeHHsl MAllMeHTOB ¢ 3a00-
JIeBaHMEM «MHEOAMCIIacTHYeCKUH cunapom» (nainee-MJIC) npeanasHadeH
JUIsL OKa3aHHUS MeJIUUUHCKOHW MOMOIIM B aMOyJIaTOPHBIX U CTallHOHAPHBIX yCJI0-
BUSIX PAOHHBIX, OOJACTHBIX U pecilyOIMKaHCKUX OpraHM3alMi 3paBoOXpaHe-
HUS, UMEIOLIHUX B CBOEM COCTaBE reMaToJOTHYECKUE OTHAEICHHUS.

2. Bo3pacTHasl kateropusi: B3pocjioe HaceJIeHHE.

3. HaumeHoBaHMe HO30JIOTMYECKOM (Qopmbl 3aboneBanus (IWMPp MO
MKB-10): Muenogucrinactuyeckuit cuapom — C92.1;

4. Onpenenenne: MJC — rpynna OMOJOTMYECKH M KIIMHUYECKH reTepo-
T€HHBIX KJIOHAJILHBIX 3a00JieBaHuil, XapakTepu3youunxcs: HeahHEeKTUBHBIM Ire-
MOTIO230M U LHMTOIeHUEH B mepudepruyeckod KpOBU BCJIEACTBHE IMOBBIILICHMS
ANONTOTUYECKON AKTUBHOCTH TeMOIOATUYECKUX MPENIIECTBEHHUKOB C TEH-
JeHIMeNd K Pa3BUTHIO KOCTHO-MO3TOBOM HENOCTATOYHOCTH HIJIM OCTPOro MHe-
100JacTHOrO JielKo3a.

['JIABA 2
KIIACCUDOUKALIVA 3ABOJIEBAHMA

5. Knaccudukauus M/IC, npunsitas BecemupHoil opranuzanuen 3apaBo-
oxpaHeHnus (nanee-BO3) B 2008 rogy Oasupyercsi Ha HIUTOMOP(OJOrHUECKUX,

KapHOTHUIINYCCKHUX U KIIMHUYCCKHUX IIPHU3HAKax 3a00JIeBaHUS.

KJ’IaCCI/ICI)I/IKaI_II/ISI MHCJIOJUCITNNIACTHYCCKHUX CHUHIPOMOB

Bapuant MJIC IIK KM

PedpakrepHas uutorne-| OnHomuHelHass uu-|OnHOJIMHENHAs AUCIIA3MS:
HUA C OJHOJUHEHHOM|TomneHuus wim ounu-> 10 % KJIEeTOK OIHOU U3 MUETOU-

JUCIIazuen TONIEHUS HBIX JIMHAMN

(RCUD) bnacrapie xietkn no|< 5 % 6nacToB

Pedppakrepuass anemusi|1% < 15 % »>pUTpOUIHBIX MpealecT-
(RA) BEHHUKOB SIBJISIIOTCS  KOJIbLIEBBIMU
PedpakrepHas He#Tpo- cuaepoOacTaMu

nenus (RN)




PedpakrepHas TpoMOO-
rutornenust (RT)

PedpakrepHas aneMust ¢|AHeMUs > 15 % >pUTPOUIHBIX KJIETOK SIBJIsI-
KOJIBIIEBBIMH  CHJIep00-|biacTel  OTCYTCTBY-|IOTCS KOJIBLIEBBIMU
nactamu (RARS) IOT cuaepodIacTaMu
Jlucruia3usi TOJBKO KIIETOK 3PHTPO-
UJTHOTO psiia
<5 % OnacToB
Pedpaktepnass uurorne- Mouno-, 6u- wmmu|ducnnasus B > 10 % KieTok ABYX
HUS C MYJIBTWIMHENHOU | TTaHIIUTOIICHMS uiy Oosiee JTUHUN

nucrutazueit (RCMD)

bnactHble Ki1eTKU 10
1%

[Tanmouku Ayspa oT-
CYTCTBYIOT

< 1 -10°/n moHoIW-
TOB

Muenonod’sa (HeUTpohuIbl W/ HiIu
SPUTPOUJIHBIE TTPE]I-

[IECTBEHHUKH W/WJIM Merakapuolu-
TBI)

<5 % GnacToB

OrcyTcTBHe nanoyek Ayspa

+ 15 % KOJIBLIEBBIX CHIepOOIIacTOB

Pedpakrepnas anemus ¢
U30BITKOM Os1acTOB-1

(RAEB-I)

MoHo-, ©0u- WIH
[IaHLUTOIIEHHS

<5 % 6acToB
[Tanoyku Ayspa oT-
CYTCTBYIOT

< 1 -10°/n mouoW-
TOB

OpHonvHeRHAsT WM MYJbTUIUHEH-
Has AucIuIa3us

5-9 % OnactoB

OrcyTcTBUE nanoyek Ayspa

Pedpakrepnas anemus c

U30BITKOM OJ1aCcTOB-2
(RAEB-II)

MoHo-, 0u-
[TaHI[UTOTIEHUS

5 — 19% 06nacToB
[Tanouku Ayspa +

< 1 -10°/n mouow-
TOB

501051

OpnHonuHeNHass WU MYJIbTUIUHEN-
Hasl JIUCIIa3us

10-19 % GnactoB

[Tanouku Ayspa +

MuenoaucrniacTUiecKui
CHUHJIPOM  HeKJIaccudpu-
nupyemslit (MDS-u)

[{uTonenun

biactHble KiIeTKH 10
1%

Jucrtaszus B < 10% kieTok oaHOM
uiu Oojiee JIMHUM MHENIONod3a IpHU
HAJIMYUM  IIUTOI'€HETUYECKOM aHo-
MaJlu¥, CYMTAIOLIEeWCs MpeJroa-
raeMbIM JI0Ka3aTeJIbCTBOM JIJIsl yCTa-
HoBJIeHHUs quarno3za MJIC *

< 5% OGnacToB

MJIC,  accouumpoBaH-
HBI € W30JUPOBAHHOU
del(5q)

AHemus
KonudectBo  Tpom-
OOIIMTOB OOBIYHO B
HOpPME WM TIOBBI-
IIIEHO

bnactHble xneTKH 10

HopMmanbHOe MM yBelWYeHHOE KO-
JIMYECTBO MErakapUOLMTOB C THUIIO-
JIOJIbYATBIMU SIAPAMHU

<5 % 6nacToB

OrcytcTBHe nanoyek Ayspa
HM3onupoBaHHasi IUTOreHeTHYECKas




1% anoManus del(5q)

MJIC nerckoro Bo3pacta|llepcuctupytomas | [Ancnnasus AByX unu 6olee TUHUH
(pedpakTepHas LHUTOMNE-|MOHO-, OH- WIH [IAH- |MHEJI0N093a (HEUTPO(HIIBI u/unm
HUs JETCKOrO BO3pacTa) |LMUTOMNEHUS SPUTPOHIHBIE TIPEIIECTBEHHUKH
<2 % OnacrtoB W/WIM MerakapuouuThl); < 5% Ona-
CTOB; LIUTOr€HETHYECKHE aHOMAJIUH ™

*- XpOMOCOMHbBIE aHOMAJIMH, KOTOPbIE PACCMAaTPUBAIOT KaK MPE/IIoaraéMoe CBIIe-
TenbcTBO Hanuduss MJIC npy CTOMKON LMTOINEHUH HEONPEICIICHHOIO IIPOMCXOXKAE-
HUS U IPH OTCYTCTBUM aGCOMOTHBIX Mopdonornyeckux kpurepres M/JIC:
HecOanaHCHpoBaHHbIE aHOManuu: — 7 uiu del(7q); - 5 unm del(5q); i(17q) nmm
t(17p); - 13 unu del(13q); del(11q); del(12p) umum t(12p); del(9q); idic(X)(q13);
cHanancuposanble anomanuu: t1(11;16)(q23;p13.3); t(3;21) (926.2;922.1); t(1;3)
(p36.3; q21.1); t(2;11) (p21;923); inv(3) (q21q26.2); 1(6;9)(p23;q34);
CIOXKHBIH kapuoTwuil (3 uiau 6ojiee XpMOCOMHBIX aHOMAJIUH) C BOBJIEUYEHUEM BbI-
- [IEYIOMSHYTBIX HApyLUEHUH.

I'JTABA 3
KPUTEPUU JIUATHO3A MIC

6. IIpenBaputenbHbie KpuTepuu (A).

6.1. CtabunpHast UUTOINEHH 110 > 1 U3 CIIeAYIONIUX KIETOYHBIX JTUHUM:

sputpouaHoii (yposeHb remorsiobuna < 110 r/m);

HeHTpOdHIBHOI (KoudecTBO Heifrpodutos < 1,5x10°/m);

MeraKapuOLUTapHOIt (KomruecTBO TpoMGoLuToB < 100 x107/1).

6.2 HcxiroyeHue Apyrux reMaToJOrM4eCKUX U HEreMaToJOrM4eCcKux 3a-
OoJieBaHUI — MPUYUH [[UTONEHUW/JUCTIIIA3HUH.

7. MJIC-accouuupoBanHbie kputepuu (B).

7.1. Iucnnazust B > 10% KJI€TOK 3pUTPOUAHON, HEUTPODUIBHON UITU Me-
raKapuoOLUTAPHOMN KJIETOUHBIX JIMHHUSAX KOCTHOIO MO3ra, 1ubo Hajiuuue > 15%
KOJIBLIEBBIX CUIEPOOJIACTOB.

7.2. 01 5 10 19% GnacTHBIX KJIETOK B KOCTHOM MO3Te.

7.3. TunuyHele XpOMOCOMHBIE a0bepaly Mo pe3yabTaTaM CTaHJapTHOrO
LUTOJIOrMYECKOI0 UCCIEI0BAHUS WK (DIII0OOPECUEeHTHON ruOprin3alyy in situ
(+8, -7, 59-, 209- 1 ap. cornacHo KiacCHpUKaiu)

, 8. Becrmomorarenbnble kputepuu (C) (Ais ManueHTOB, UMEIOIUX KPUTE-
puu A, HO He UMeroIIUX Kputepuu B).

. 8.1 AHOMaJIbHBIII UMMYHHBIH (PEHOTHUI IPUTPOUIHEIX WIM MUETOUIHBIX
KJIETOK KOCTHOI'O MO3ra, yKa3blBalOLIUH Ha MX KJIOHAIBHOE MPOUCXOXKIECHUE
(1o pe3ynbTaTaM MPOTOYHOU IUTOMETPUM ).

8.2 MoueKyIApHO-TeHeTHYeCKHe MPU3HAKY HaJIMYMs KIOHAJIBHON Kie-
TOYHOHW MOMYJIALHMHU B KOCTHOM Mo3re (o pe3yibraram HUMARA wuccnenoBa-



HUSL WIM GMOJIOTMYECKOTO MHUKPOUYH- MUPOBAHHMS).

8.3 3HAYMTENbHOE M CTAOWIBHOE CHUKEHHME KOJIOHHeoOpasyloueh ak-
THBHOCTH KOCTHOT'O MO3Ia U/Wiu rnepupepruyecKol KpoBH.

JIMarso3 yCcTaHABJIMBAETCS IIPU HANMYWK 2 MPEBAPUTENbHBIX KPUTEPHCE
(A) n e menee yem opHoro MJIC-accoMMpOBAHHBIX KPUTEPUCB (B). Beniomo-
rarenbHbie kpuTepuu (C) UCHONB3YIOTCS MPU OTCYTCTBUH KPUTCPUEB B u Ha-
JIMYUM y TIALMEHTA MTPU3HAKOB KJIOHATBHON MHEIOMIHOM nponudepanuu. Kpu-
Tepun rpynsl C He BXOAAT B 00s3aTenbHbli cranaapt auardoctiku MJIC.

Jlnarnos «uauoraTHYecKas LHUTONEHUs HEONPENEJICHHOTO 3HAYEHHUsA»
npuMeHsieTcs Ul 0003Ha4YeHUs CTy4acB LIMTONEHUH 10 OAHOHM u Oosee Kite-
TOYHBIM JIMHUSIM B TeyeHue > 6 MmecsueB npu orcyTcTBuu kputepue MJIC u
APYTHX MPUYMH UMTONEHHH. Takue malueHTsl J0/DKHBI Habmoaarbes 1 o0ciie-
JIOBaThCsI FeMAaTOJIOTOM C HHTEPBAJIOM 1-6 MecsLeB.

Jlnarnoctuueckue kpurepuu paspaboransl ICWG (International Consen-
sus Working Group), 2007 r.

Anroput™m auarnoctrkd MJIC BkiodaeT B ce0sl KINMHHMYECKHE U jabopaTop-
HBIE HCCJICANOBAHHUSA, MYJIBTHAWCHHUIUIMHAPHBIA IMTOAXOH C MPHUBJICYCHHUEM CMCKHBIX
CIELHAJIUCTOB U IOCJIEN0BATENILHO IPOBOAUTCS Ha 0aze YUpexKAEHMH 37paBooXpa-
HEHMs Pa3IMYHOIO YPOBHS C COOIOJEHHEM MPEeMCTBEHHOCTH Ha BCeX 3Tanax. JTo
06yCJIOBJIeHO MOJIH3THUOJIOTHYHOCTEIO U I'€TCPOr€HHOCTBHIO HpOﬂBHeHHﬁ npu JlaHHOﬁ
MMaToJIOTHH, CTPEMJICHHEM K pallHOHaJIM3alUH HCHOJIB30BaHUS CHCHUAJIBHOIO AHAr-
HOCTHYECKOI'O O60pyIIOBaHI/IH, MHUHHUMHU3AUHNHU JHAT'HOCTHYICCKHUX OILIMOOK.

Dtansl auarHoctuku MJIC:

YpoBeHb Me-
JULUHCKOTO

ApoMaMH H KIJIH-

ool cneuu-

Ortan 3anauu ConepxxaHue
YUYPEXIEHHUS U
CIIeLIUaJIUCThI
IlepBuyHo- | BeisiBnenue nauu- | PailonHsiid, | AHaMHe3 (XUMHO- HJIM Jiy4yeBas
ro CKpu- €HTOB C ULMTOIE- | TOPOJICKOM Tepanus B [POUUIOM, Cily4dau
HUHra HUYECKMMH CcuH- | (Bpauu mmo- | MJIC/OMJI B cembe, peuuauBu-

pytoMe HHGbEKIMOHHBIE 3abolle-

HUYECKMMHM IMpO- | aTbHOCTHU BaHMS UJIM FeMOpparuyecKiii CHH-
apnenuamu MJIC; | amOynatop- | Apom) '
o0OoCHOBaHMe He- | HO - 1oJu- | DU3UKAILHOE oOcnenoBaHue
00OXOAMMOCTH U | KIMHUYE- (beqHOCTB, HUH(DEKIMOHHO-
HarpaBlieHHe IIa- | CKUX M CTa- | BOCIIAJIUTENIbHbIE TPOLECCHl, Te-
LOUEHTOB,  HYX- | IMOHAPHBIX | MOPParu4ecKuii CHHIPOM, CILIe-
JAIOLIUXCS B JO- | yUpEeXIEeHUH | HoMeramnus)
MOJIHUTEJILHOM 3apaBooxpa- | OOWui aHalu3 nepHpepuyYecKoi
oOcJleIOBaHUY, Ha | HEHHS) KPOBH, C IOJCYETOM KOJIMYECTBa
CIeqyIOLIUM Tan TPpOMOOUHUTOB, JeHKoUUTapHOM
(hopMyBI.

buoxumMu4yecKUH aHanu3 KpoOBH




(oOmuii Oenok, anbOyMUHBI, IIIO-
Oy uHBI, MOYEBWHA, KPEATHHHUH,
OunupyOuH, menoyHas Qocdara-
3a, ACT, AJIT, JIAI', cbiBOpOTOU-
HOE KeJie30)

Yray6ned- | YrioybrneHHoe O6nacruoii, | OOwumi aHamu3 mnepudepudecKon
HOTO KJIM- | KJIMHUKO- rOpOACKOH KPOBH, C TOACYETOM KOJIMYECTBA
HMKO - a- | mabopaTtopHoe # | (remaroyio- | TPOMOOLIMTOB,  PETUKYJIOLMTOB,
6oparop- MHCTPpYMEHTalb- | TMYECKHe JedKoUMTapHOU (OpMYJBI, MOp-
HOrO 4 UH- | HOe  00cnejioBa- | OTAeNeHus, | (POJOTHUECKON OLIEHKOM.
CTpYMEH- | HA€ U BBISIBJIEHUE | KAOUHETHI) buoxumMuueckdii aHanu3 KpOBH
tansHoro | MJIC - accouum- (CBIBOPOTOYHBIN (heppUTHH)
obcneno- POBaHHBIX KpUTe- HckiroyeHne peakTUBHOM UCILIa-
BaHMUs pHEB; 3uk  (Merano0iacTHasi aHEeMHUs B
0o0OCHOBaHHE He- pe3yibTaTe AepuuUTa BUTaAMUHA
00XOAUMOCTH U B, u donueBoll KHCIOTbI, UHPH-
HarpaBjieHUEe Ila- nuposanue BHY, ankoronnsm,
IIMEHTOB Ha clle- HeJIaBHEee LUTOTOKCHYECKOE Jieve-
IYIOIIMH 3TAIT; HU€, COJIMJHBbIE 3JI0KAaUYeCTBEHHBIE
JYcTiaHCepU3aLvs HOBOOOpAa30BaHMs): MapKepel BH-
MauueHToB C pa- pycubix remarutoB B u C, cudu-
Hee BepupUUUpPO- aMca, BUpyca HMMYyHonaedHULHTa
BanHbIM MJIC yenoBeka, PI'JIC, KoJIOHOCKOIUS,
yJIbTPa3ByKOBOE  HCCIEIOBaHUE
OpraHoB OPIOLIHOM MOJOCTU U Ma-
J0TO Ta3a, TMM(aTUYECKUX Y3JIOB,
NIUTOBUAHOUN >KeJe3bl, PEHTIeHO-
rpadust opraHoB rpyJHOH I10JIOC-
TH.
AcnupalimoHHas OUONCUs KOCTHO-
ro mMo3sra: Mop¢oJI0ra4yeckoe Hc-
CleJOBaHUe, UMMYHHBIN (P€HOTHII,
[MUTOXUMHUYECKOE  HUCCJIeI0BaHUE
PUTPOKAPUOLIUTOB
Hudde- Knunuko - naGo- | O6GnactHoil, | MckmoyeHue peakTUBHOM JUCILIA-
peHlualnb- | paTOPHOE U UHCT- | peciy0u- 3UU: MapKepbl BUpyca DNuITeiHa -
HOM nuar- | pymMeHTallbHOE KaHCKHUI bapp, uuromeranoBupyca, ompe-
HOCTUKH U | obclienoBaHue (remaTosio- | IeNieHME B  CBHIBOPOTKE KpOBH
nondopa NaleHTOB C Le- | THYecKue ypoBHs BUTaMuHa B, u ¢onuenoit
Tepanuu apl0  auddepeH- | OTAEICHUS) | KUCIOTHI.

HUaJbHOM  Jauar-
HOCTUKH,  BepH-
dbukanuu auarto-
3a;

noxdop M Kop-

Onpenenenue B ChIBOPOTKE KPOBU
YPOBHS 3pUTPOIIO3THHA
AcnnpanoHHas OMONCUsS KOCTHO-
ro mMosra:

MOP(hOJOrHYecKoe, LUTOTeHETH-




peKIUsl  UHJIUBH-
NyaJlbHOM  1Ipo-
IpaMMBbI TepaIuu;
JUCIIaHCepU3alus
MalMeHToOB C pa-
Hee BepudUIUpO-

YeCKOe MCCIIeIOBAHNsl, UMMYHHBIN
GbeHOTHUIl, LUTOXUMHUYECKOE HC-
clleJIOBaHUE  DPUTPOKAPHOLIMTOB
KOCTHOT'O MO3ra

bunarepanbHas TpernaHoOMOICHs
NepeHUuX WIM 3aJHUX OCTeH IOJ-

BaHHBIM M/JIC; B3JIOIIHBIX KOCTEH

co3nanre Oa3pl U MonexkynsipHO-O1O0IOrnYeCKUM
aHaJIW3  JIaHHBIX aHaJn3

IalMeHTOB c KioHoreHnHsIii Tect

MJIC nns usyde-
HUSL  NpOoOJIeMBI
MJIC u ycosep-
HIEHCTBOBAHMS

OKa3aHWsi  MeJIu-
LIMHCKOM ITOMOLIHU

['JTABA 4
[MTPOI'HO3 TP MJIC

9. I[J'IH OLICHKH! IIPOrHo3a U ONpeaACJICHUs TaKTUKH JICYCHUS ITAlIIUCHTOB C

MJIC HCHONB3YIOT MEXIyHAPOIAHYIO IPOTHOCTUYECKYIO OaJlbHYIO CUCTEMY
(manee IPSS).

[Iporuocruueckue basusl

KpUTEPUU 0 0,5 1,0 | 2,0

bnactHble KJIETKU B <35 5-10 - 11-20 | 21-30

KOCTHOM Mo3re, %

Kapuorun Xopoiui [Ipomexy- | ILioxoi - -
TOYHBIN

[{utonenuun 0-1 2-3 - -

Kapuorumn: xopouiuit — HOpMaJIbHBIN, TOJABKO -Y, TOJILKO 20q-, TOJBKO 5(-;
TUIOXOM — KOMIUIEKC (>3 aHOMaJui) Wi aHOMAJIUS 7 XPOMOCOMBI;
POMEKYTOUYHBIN — Ipyrue aHOMAJIUHU.

[{utonienuu: ypoBeHb remoriioomHa < 100 r/m; ypoBeHb HEUTPOPUIOB <
1,8x10”/11; ypoBers TpombomuTos < 100x10°/1.
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I'pynna pucka OO0uwuii cuer B Menauana JBOJTIOLMS B
doayutax BLI)KHBae- OMIJI, ner
MOCTH, JIET
Husknit 0 5,7 9.4
[IpomexyTouHbIf 1 0,5-1,0 3,5 3,3
[IpoMeXyTOUHBIN 2 1,5-2,0 1,2 1,1
Bricokuit >2.5 0,4 0,2
['JTABA 5

KJIIMHUYECKHUE BAPUAHTDBI MJIC

10. Onpenenenre kauHudeckoro Bapuanta MJIC mmeer 3HauyeHue IS
BbIOOpA TAKTUKHU JICUCHUSI.

10.1. 5q-cunapom: 00JICIOT NPEUMYLIECTBEHHO >XEHIIUHEI, XapaKTePHBI
BSUIOTEKYILMI XapakTep 3aboJieBaHMsl, HU3Kasi BEPOSITHOCTh TpaHC(HOPMALMK B
OMJI (10%), Tsbkesias MakpoOLMTapHAas aHeMMsi, HOPMAJIbHBIM WM YMEPEHO
CHMDKEHHBIN ypOBEeHb JICHKOUUTOB U TPOMOOLMTOB, AUCILIA3Us MEraKkapHoUHr-
TApHOIr0 POCTKA, OTCYTCTBUE 3HAYMTEIHHO MOBBILIEHUs YPOBHS ONaCTHBIX Kile-
TOK B KOCTHOM MO3re; XOpOLIUH OTBET Ha JICHATIUAOMUI ™.

10.2. Bropuunsiit MJIC: uactota BropuuHoro MJIC HapacTaer B CBsI3U C
ycrnexaMd XMMHUOTEpanuy OmyxoJied U BO3J/IEHCTBHEM 3arps3HEeHUs OKpPYIKaro-
el cpepl; jisi OOJBUIMHCTBA MALlUEHTOB XapaKTePHbl MHOXXECTBEHHbIE XPO-
MOCOMHBIE abeppaluu; MPOrHo3 Xyxe, ueM npu nepsuyHoM M/JIC.

10.3. I'mnonnactuueckuit MJ1C:

10 15% cayuyaeB MJIC xapaktepu3yroTcst HU3KOH KJIETOYHOCTBIO KOCTHO-
ro Mo3ra IMpU FUCTOJOTMYECKOM HUCCJIEJOBAHUM (101 KPOBETBOPHON TKaHH B
npenapare MeHee 30% y naudeHToB MoJioxke 60 sieT win meHee 20% y nayueH-
TOB 60 JsIeT U cTapiue);

IUCILIa3Usl MErakapuoLMTOB U KJIETOK MUEJIOUJHOIO Psiia MOXKET OTCYT-
CTBOBATb;

BO3MOXHBI TPYJAHOCTH B AuddepeHMaMy OT ariacCTHYECKON aHEeMMHH,
IUIs KOTOPOM XapakTepHa OoJiee Bblpa)KCHHAasl MaHLUMTONEHUS, OTCYTCTBUE TH-
nuuHbIX 1011 MJIC xpoMocoMHbix ab0epaurii u cHuxkeHue coaepxkanus CD34+
KJIETOK B KOCTHOM MO3re.

10.4. MJIC ¢ muenodpudpozom: go 50% cmyyaeB Bcex BapuantoB MJIC
XapakTtepusyeTrcss GpuOpo3oM kocTHOro mosra (mo 15% uMeroT BbIpaXKeHHBI
$ubpo3); Gudpos Oosnee xapakrepeH st BropuuHoro MJIC; xapakTepHbl I'vi-
NEPKJIETOYHOCTE KOCTHOIO MO3ra, Au(Qy3HbIH peTUKYJIMHOBBIA GUOPO3 ero
CTPOMBI M JMCIUIA3Us HE MEHee 4YeM B 2 KJIETOYHBIX JIMHUSX; B nepudepuye-
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CKOM KpOBH MAHIIUTONEHHMS], TPU3HAKK KJIETOYHON JUCIUIA3UM M JICHKODPHT-
pobJacTo3a; opraHoMerajadsi HexapakTepHa; 3abojeBaHHe OBICTPO NPOrpeccu-
pyet; HeoOxoauMo nudhepeHIpoBaTh OT OCTPOro MErakapuo0JIacTHOro Jiek-
K03a, ocTporo Muesnopudbposa (ocTporo nanMmuenosa ¢ GpuOpo3oM), XpoHUYeE-
CKHUX MHUeJIONpoudepaTuBHbIX 3a00JIeBaHUN, METACTaTUYECKOrO paka, JUM-
¢boM ¥ BOJIOCATOKJIETOYHOTO JIeiKo3a.

['JIABA 6
JIEHEHHE

11. BpIiGop Tepanuu OCHOBAH HA JMArHO3€ U IPyIIE pUCKa M0 MEXAY-
HapoaHol nmporHoctuyeckoit 6anpHol cucteme (IPSS). B coorBercTBHM € Me-
XKIYHApPOJHBIMM peKOMEHJAIMIMHU ISl BbIOOpa TepaneBTUYECKON TaKTUKU Ta-
nueHToB ¢ MJIC nioapazensitor Ha 2 O0JbUIME IPYIIBI pUCKa:

rpyniy OTHOCUTENIbHO HU3KOIO PHUCKA, BK/IIOYasl B Hee MallHEHTOB C HU3-
KHUM U IIPOMEXKYTOUHBIM | puckom no cucteme IPSS;

rpyNIly BBICOKOTO PHUCKA, BKJIIOYasl B Hee NAlHUEHTOB ¢ IIPOMEXYTOYHBIM
2 ¥ BEICOKHM pHUCKOM 1o cucteme [PSS.

Y nanueHTOB W3 IPYIIBI OTHOCUTENBHO HU3KOIO PHUCKa BO3MOXHO MpPH-
MEHEHME TOJILKO MOAEPKUBAIOIIEH Tepannu JIMOO Tepalnuy Majlol HHTEHCHB-
HOCTH. VIHTeHCHBHAS Teparnusl [oKa3aHa [MalMeHTaM Ipyninbl BEICOKOr0 pyUcKa ¢
y4eTOM BO3pacrta, aHaMmHe3a 3a00JieBaHus, KIMHUUECKUX NPOSIBIEHUH, 0011Iero
COCTOSIHMS M HAJIMUHKS [IPU3HAKOB MPOTPECCUPOBAHHUS 3a00J1€BAHHUSL.

11.1. Ilopnepxusaroliee je4eHue.

Ilogaep:uBatoliiiee JieueHHEe HA3HAYAIOT ¢ UEJIbI0 YMEHBIIEHUS MIPOsBIIe-
HUH 3a00JieBaHMs U MOAAEPKAHUsl KAyecTBa XXU3HU. Y MALUEHTOB U3 IPYIIIbBI
OTHOCHUTE/IbHO HU3KOTO PUCKA 3TO MOXKET ObITh OCHOBHBIM BUJIOM TE€PAITMH.

11.1.1. Tpancdy3uu JOHOPCKUX IPUTPOUUTOB. OCHOBHBIM KJIUHHUUYECKUM
noKazaHueM JiUIsl TpaHC(hy3Uur JOHOPCKUX IPUTPOLUTOB SIBJIAETCS HE CTOJIBKO
ypOBEHb reMOrjJ00MHa, CKOJIBKO CTENEHb aJallTUPOBAHHOCTH IAllMEHTa K aHe-
MUH.

11.1.2. IIlppuMeHeHue XenaTopoB XKeJjesa.

ITokazaHMsIMH K PUMEHEHHUIO XeJIAaTOPOB KeJe3a sBJseTcCs NepellnBaHue
6onee 20-25 103 3pUTPOIUTHON Macchl, YpOBEHb CHIBOPOTOUHOIO (peppUTHHA
6osiee 2500 Mkr/i, HaIMYKE AUCHYHKUUHU cepaua (aQpuUTMHs, cepleuHasi HeJocC-
TATOYHOCTh) U MOPAKEHUS [TEUCHMU.

Hedepokcamun npumensitor B go3e 30-40 Mr/kr B Buae 12 4acoBbIX NOA-
KOXHBIX UHQY3HH 5-7 pa3 B Henento (HOUbH0). Jlo3y JeKapCTBEHHOTO Cpe/IcTBa
CHIJKAIOT 10 25 MI/KT nipu ypoBHe ¢epputura < 2000 mxr/n. HeobXxomumbl
KOHTPOJIb (YHKIUU MOYEK, ayAUOMETPUS U ODTATBMOJIOTHYECKU KOHTPOJIb J10
HavaJia Tepaluy U €XXETr0/IHO Ha (POHE ee MPOBEICHMUSI.

11.1.3. Tpancdy3un TOHOPCKUX TPOMOOLIMTOB B CTaHAAPTHBIX JO3UPOB-
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Kax IMOKa3aHbl MalMeHTaM ¢ TNyOOKoM TpoMOOUUTONEHHEH U NETEXUAILHO —
NS THUCTOH KPOBOTOUYUBOCTBIO.

11.1.4. DMnupuyeckas aHTHOAKTepUalbHAs U NPOTUBOTpUOKOBas Tepa-
MU JICKAPCTBEHHBIMHU CPEJICTBaMHU LIMPOKOIO CIIEKTpa AEHCTBUS IOKa3aHa ma-
nuenTam ¢ pebpunbHoi Helirponenueit. [IpoduiakTuueckuil pueM aHTUOAK-
TepHaJIbHBIX W TPOTUBOIPUOKOBBIX JIEKAPCTBEHHBIX CPEICTB I1OKa3aH JIMIUb
MalUeHTaM ¢ PeLUAUBUPYIOIMMI HHPEKIIMOHHBIMY OCJIOKHEHUAMHU Ha (oHE
HEUTPOTICHUU.

11.2. Tepanust Majioll UHTEHCUBHOCTH.

11.2.1. DpUTPONOITHH NPUMEHSIOT B KAaUECTBE TE€PAIIMU NEPBOM JIMHUH Y
MalMEHTOB TPYIIbl OTHOCUTENbHO HU3Koro pucka ¢ PA u PAMD, vacrora
TpaHcy3uil JOHOPCKUX IPUTPOUMTOB Y KOTOPBIX MeHee 2 103 B Mecsl U Oa-
3aJIbHBIH YPOBEHb SPUTPOIIOITHHA B CHIBOPOTKe kpoBU MeHee 200 ME/n, B o3¢
10 000 Ex noaxoxHo B cyTkHu exeanesHo (40-60 000 EJI 1-3 pasa B Hezneno) B
TeueHue 6 HeJellb.

11.2.2. ®wirpactum (nanee - ['-KC®) HasznayaroT mauMeHTaM pesu-
CTEHTHBIM K MOHOTEpAIlMK SPUTPOIIOITHHOM B J03€ 1-2 MKI/KI' NMOAKOXHO B
CYTKM eXeIHEeBHO Wiy 1-3 pasa B Hemesto (B COYETAHMU C SPUTPOIIOITHHOM).
ITpu oTCyTCTBHM OTBETA HA TEPAIUIO B Te€UEHHE 2-3 MecsiieB e€ MpeKpallaroT.
[Ipy HanM4MKU OTBETA NOCTEMEHHO CHIXKAIOT A03Y spuTponostuHa u I'-KCD no
MHHHUMaNBHO YO PEKTUBHOM.

Bosmoxno monotepanus [-KC® y nmauneHToB ¢ HEUTPOIIEHUENH U pelin-
JQUBUPYIOIUMMU WJIH PE3UCTEHTHBIMU K aHTHOHMOTHMKOTEpANuu WHGEKUUSIMU.
[IpodunakTryeckoe NprMeHeHHe NpenapaTa He 1enecoodpasHo.

11.2.3. DNUreHeTHYECKYIO TEpaIUI0 MPUMEHSIOT y IMaUUEHTOB TI'PYNIIBI
BBICOKOT'O PHCKa, Y KOTOPBIX HEBO3MOXHO IPUMEHEHHE HHTEHCUBHOM TepaInu:

netmTabud 20 Mr/M> B CyTKH BHYTPMBEHHO 5 JHell exeMecsuHo 4-6 Kyp-
COB.

11.2.4. UMMyHOCYTIPECCUBHYIO TE€PAITUIO IPUMEHSAIOT ITPEUMYIIECTBEHHO
y MalnWeHTOoB ¢ THHoruiacTudeckuM BapuantoM MJIC.

AHTUTHMOLUTAPHBIA T100ynuH (nanee-ATI") 40 MI/Kr B CyTKH BHYTpH-
BEHHO 4 JHS.

[{ukaocniopuHn A B no3e 1-5 MI/kr/neHb B 2 npveMa He MeHee 6 MecCsLEB.
J103y KOppUTHPYIOT B COOTBETCTBHUM C KOHIIEHTpalMel npenapara B CBIBOPOTKE
KpoBU (He Bbllle 400 MKI/mMi), YpPOBHEM apTEepUATIbHOIO JAaBJeHUs, QYHKLKO-
HaJIbHBIM COCTOSIHUEM ME€YEHHU U MOYEK.

11.2.5. ITauuentam ¢ PAWB-1 u PAWB-2, runonjnactuyeckum BapuaHTOM

- MJIC mokaszad mesdanal B g03e 2 MI/CYTKH HEPOPATbHO A0 MOJyYEeHHs KiIM-

HUKO-TeMaToJIOruH4eckoro 3¢ dexra.

11.3. HTEeHCHBHAs Tepamnusl.

11.3.1. ITauueHnTam rpynnsl BEICOKOTO puUcKa B Bo3pacTe MeHee 60 jer
NIOKa3aHO NPUMEHEHHE TepaNMM UHAYKUUHU PEMUCCUU OCTPOr0 MUEI00acTHO-
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ro Jerko3a.

11.3.2. Beicoko/103Hass XUMHOTEpaIus ¢ TPAaHCIJIAaHTalUel allIOTE€HHBIX
reMOIMOATUUYECKUX CTBOJIOBBIX KJIETOK IOKa3zaHa BceMm namuentam ¢ MJC B
Bo3pacte MeHee 60 et npu Hanuuuu HLA-HAeHTHYHOrO POACTBEHHOIO JOHO-
pa.

11.3.3. Kpurepuu KJIMHUKO-IreMaTOJOTUUECKOTO OTBETA [IPU NEYEHUHU NIEPBUY-

OTBE€TAa Ha Jie-
YEHHUEC

Hbix MJIC
Kareropuu Kputepun
[lonnas  pe- | B xoctHOM Mo3re < 5 % 61acTOB, HOpMaJIbHOE CO3PEBAHUE BCEX
MHUCCHS KJIETOYHBIX JIMHAH, BO3MOXXHO HaJu4ue MOP(OJOTHYECKUX IIPH-
3HAKOB JUCIIJIa3UHU
B nepudepuyeckoit kpou: Hb > 110 r/n, tpomOGouuter > 100
10°/7, HedTpoduiel > 1,0 -10°/11, HeT GNACTHBIX KIETOK
YactuuHas KpuTtepuu MOTHONW peMHUCCHHU, MPH 3TOM KOJHUYECTBO OJACTHBIX
peMuccus KJIETOK B KOCTHOM Mo3re > 5 %, Ho yMeHbllIeHo Ha > 50 % oTHo-
CUTEJIFHO TIEPBOHAYAIBHOIO 3HAYEHHUS
KietouyHocTh U MOp(oJIOrHs 3HAYEHUs HE UMEIOT
Crabunuza- OTCyTCTBUE KJIMHUYECKHX M JaOOpaTOpHBIX MPU3HAKOB IIpOrpec-
st CHUpOBaHUs B T€UEHUE > 8 Hellellb
[Iporpeccu- YBennyeHre Koju4ecTBa 0JacTHBIX KIETOK B KOCTHOM MO3Ie Ha >
posanue  3a- | 50 % u n0OOH U3 CleIYIOLMX KpUTepUeB: CHUKeHue Ha > 50 %o
OoneBaHus OT MaKCUMAaJbHO JIOCTUTHYTOIO BO BpEMsl JIEUEHHUS KOIMYECTBA
rpaHyJIOLKUTOB WM TpoMOOILMTOB, a Takke Hb Ha > 20 r/n num
HaJluuue TpaHCPy3HOHHOH 3aBUCUMOCTH
OtcyTcTBHE JleTanbHBIA UCXOM BO BpeMs J€YeHHUs WA NIPOrpecCUpOBaHUE 3a-

OoneBaHus, XapakTepusyloleecs yriyOJieHMeM LUTOIEHUH, yBe-
MUYeHUEM TIPOIIeHTa OJacTHBIX KJIETOK B KOCTHOM MO3re, TPaHC-
dopmanue B 6onee HeOnaronpusaTHbd BapuanT MJC miu oct-
PBIH JIEUKO3

Peuraus 1no-
clie  MNOJIHOM
WIH  YacTHY-
HOW pEMUCCHM

JIroGoii nmpu3HaK U3 ClIeAYyIONIMX: MOBBIIIIEHHe KOIu4ecTBa Oact-
HBIX KJIETOK B KOCTHOM Mo3re Ha > 50 % OT MHUHUMAaJIBHOI'O BO
BpeMsi PEMUCCHH, YMEHbIIIEHUE aOCOJIOTHOIO YMCia MPaHyJIOLH-
TOB, TPOMOOLIMTOB, CHUXKeHHE KOHLeHTpauuu Hb Ha > 15 r/n unu
nosiBJIieHUE TpaHC(Y3MOHHOM 3aBUCHUMOCTH

Huroreneru-
YeCKHUU OTBET

[lonupléi: oTCyTCTBUE 0OHAPY)KUBAEMbIX paHee W HOBBIX XPOMO-
COMHBIX aHOMAaJIUH

YacTUYHbBIN: COKpallleHHMEe KOJIUYECTBa KJIETOK, UMEIOIINX XPOMO-
COMHBIE aHoMaJuu Ha > 50 %

I'ematonoru-
YeCKUMH OTBeT
(nnuTenn-

HOCTBH JOJDKHA
ObBITH HE Me-

Hee 8 HeJlelib)

OputpouuThl (HauanbHas koHueHTpanws Hb < 110 r/n): nossiiiie-
Hue Hb na > 15 r/n u cokpauieHue yncna TpaHcys3uil 3pUTpOLIU-
TOB 10 4 3a 8 Helesnb MO CPaBHEHMIO C JOTEpPAlleBTHYECKUM Iie-
PHOAOM HIIM TOJBKO COKpallleHHe reMOTPaHC(Y3HOHHOH 3aBHCH-
MOCTH IIpU HavalbHbIX 3HaueHUssX Hb < 90 r/n.

TpomGoLuThl (HauyankHoOe konmuectBo < 100 -10°/n): aGeomot-
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HBIl [PUPOCT uYrciIa TpoMbormToB > 30 -10°/1 npu HayarsHOM
saagennn > 20 +10°/1, a TaKKe yBeIMYEHHE KOJIHYECTBA TPOMOO-
wutoB Ha 100 % wtu > 20 -10°/1 npy HauanbHOM 3HadeHuH < 20
-10”/n.

['panynouuTsl (HayanbHOE KoiuvecTBO < 1,0 -109/n): IIPUPOCT Ha
100 % u abcomoTHOe KonuecTBo > 0,5-10%/

I'emaTonoru-

4yeckoe  Ipo-
rpeccupoBa-

HUE WA pe-
LUJIUB

JIroOoii u3 cieayronmx Kpurepuen: cHukeHue Ha > 50 % ot maxk-
CUMAaJIbHOTO YPOBHSI, JOCTUTHYTOI'O B pe3yJibTaTe Tepaluu, KOJIH-
4ecTBa IPaHyJIOIUTOB WKW TpoMOomuToB, a Takke Hb > 15 r/n
WK yCyryOseHue TpaHCc()y3MOHHOM 3aBUCUMOCTH




