OB30P
OO6wee npencraBneHMe O MaToONOrMM  HOBEHWUIBHOIO MWENOMOHOLMTAPHOMO
nenkosza (FOMMIJI), ocHOBaHHOE Ha HOBEWLWIMX HAyYHbIX WCCrEeAOBaHUSAX...

ONPEAENEHUE

FOBeHUIbHLIM  MMenomMoHouuTapHbin  nenkos  (FOMMI1)  asngaeTtcs
Cepbe3HbIM XPOHMYECKMM 3aboneBaHMeEM KpOBWU (pak KpoBu), KOTopoe
BO3HMKaeT, rnaBHbiM 06pa3om, y AeTen B Bo3pacTte 4 neT n mnagule.
CpeaHui Bo3pacT naumeHToB ¢ gnarHosom FOMMIT - 2 roaa.

BcemupHasa opraHusaums sgpasooxpaHeHunsa skntoduna KOMMIT B rpynny
MUenoancnnacTMyYecknx 1 MmenonponugepaTmBHbix 3abonesaHni.

Ha cerogHawHum aeHb Tepmnd KOMMIT BkntoyaeT 3aboneBaHus, KoTopble
paHee amarHocTupoBanucb kak KOBEHUNbHbLIN XPOHUYECKUA MUENONOHbIN
neriko3 (KOXMIJT), XpoHnyeckasds MuerioMoHouMTapHas rnevkeMusi paHHero
Bo3pacTa n CnHgpom mnageH4eckom MoHocoMumn 7.

YACTOTA

FOMMIT coctaBnsaeTt 1-2% AeTCKUX NENKO30B E€XEerogHo; MO OLeHKam
cneumanuctoB B CLUA anarHoctmpyeTtcs 25-50 HOBbIX CnyyaeB eXerogHo,
4YTO COCTaBnNsEeT OKoso 3 CriydaeB Ha MUMSIMOH AeTEN.

OK30reHHble (hakTopbl, KOTOPbIE ABMSAKTCS NMPUYMHON NOSIBIIEHNS HOBbIX
cnyyaes FOMMII1, Ha cerogHSIWHWUIA A€Hb HE U3BECTHbI.

Tot akT, yto 10% naumeHToB ¢ gnarHo3zom KOMMIJ1 coctaBnaoT aetn B
Bo3pacte OO0 3 MecdaueB, HaBOAUT HaA MbICflb O TOM, YTO AaHHOe
3aboneBaHue ABNAETCA BPOXAEHHbIM.

FrEHETUKA

Okono 80% nauueHToB ¢ gmarHozom HOMMIJT umeloT onpeaeneHHble
reHeTU4Yeckme aHomManum B FNENKEMUYECKMX KIeTKaX, KOTOpble MOXHO
naeHTUMUMPOBaTb C NOMOLLbLIO KIMHUKO-NabopaTopHbix TecTtoB. Cpeaun
HUX:
o 15-20% naumeHTtoB ¢ myTaumsmmn NF1
o 25% nauueHToB C MyTauussMnm B OOHOM W3 OHKOTE€HOB CEMEeNCTBa
RAS (Tonbko B nenkeMmyeckmx KreTtkax)
o Aapyrme 35% naumeHToB C¢ myTauuamum B reHe PTPN11 (Tonbko B
NenKeMMYECKMX KneTkax)

Ecnn Bam Hy)kHa nomoLllb No NepeBogy HEKOTOPbIX MEOULMHCKMX TEPMUHOB Ha
CTpaHuMuax oaToro caiTta, pekomeHayem wucnonb3osate NIH MeanumHckni

C/10Bapb.

O630p MHOpMaUUK Ha 3TOWN CTpaHuue nocnegHum nposoaun Ap. Mignon Loh,



AoLEeHT Kadeapbl KNUHUYeckon neaunatpuun, KanmdopHUNCKoro yHMBepcuTeTa B
Can-®paHumcko B aBrycte 2005

CUMMNTOMBI
Ob6bsicCHEHME 0BLWENPUHATLIX pekoMeHaauun ana guarHoctukn KOMMIT. ..

Hwke nepeyucneHHble cumntombl TunudHel ana KOMMI, wn  asnsaioTca
nokasaHusMuM Ana  poguTenen U OOKTOPOB K  KIWHWKO-rabopaTopHOMY
TecTupoBaHuo JaHHoro 3aboneBaHus, ogHako y pgeten ¢ IOMMIJT moxet
HabnogaTbea nobas kKoMoMHaUUa 3TMX CUMNTOMOB:

e bnegHoOCTb KOXHbIX MOKPOBOB
e Jluxopagka

e  WNHdekums
o KpoBoTeyeHue
o Kawenb

e HepocTtatoyHasa npnbaBka B Bece

o [laTHMCTO-NanynesHas Cbinb Ha KOXe, YacTo KpacHoro upeTta (becuBeTHas,
HO He BO3BbILAKLWAACA UM Hebomnbllas M BO3BbILWAKLWANACH, HO He
cogepatiasi rHos).

e JlnmdoageHonatna (yBeNUYEHHbIE NTIMMAOY3ribl)

e YMepeHHas renatoMmeranus (yBenmyeHHasi neyeHb)

o BblpaxeHHasn cnneHomeranus (yBenmyeHHas ceneseHka)

e JlenkouunTos (BbICOKMA NPOLEHT NIENKOLUTOB B KPOBU)

e ABGCONIOTHBLIN MOHOLUTO3 (BbICOKMIA NPOLEHT MOHOLMTOB B KPOBW)

e Manokposue (HU3KNA NPOLEHT SPUTPOLUTOB B KPOBWN)

e TpombouunToneHnst (HU3KUIM NPOLIEHT TPOMOOLIMTOB B KPOBU)

Y 14 % peten ¢ IOMMIJ1 knuHuyeckn BbiIABNSETCA HenpogunbpomaTos,
ogHako Ao 30 % 60nbHbIX HecyT reHHy myTtauyuio NF1. Y nauueHToB C
FOMMI1 n HenpodubpomaTo3oM MOryT Takke Habnwogatbcs nobon wu3
cnefyowmnx npuaHakos, cBA3aHHbIX ¢ NF1 (B 6GonblUMHCTBE crnyyaes, TOMbKO
ManeHbkne getn ¢ NF1 Haxogatcs B rpynne noBbILLEHHOrO pucka pasBuTUS
FOMMIT):

e 6 vnu BonbLue NAOCKUX NATEH KOGEMNHOro OTTEHKA Ha KOXe

e 2 unn 6onble Henpodudbpom (y3nbl, pasMepoM C FOpPOLLUMHY, KOTOpble
ABMSAOTCA HE3NOKa4YeCTBEHHbIMU 06Pa30BaHMSMN) HA UNWU NOL KOXEN

e [lnekcudopmHble (cetyaTtbie) Henpodubpombl (Gonblive obnactm Ha
KOXe, KOTOpble KaXKyTCs BbIMYKIbIMU)

e [nasHasa rmmoma (onyxonb ONTMYECKOro HepBa, NPOUCXoAdALLas U3 KIeTokK
HEeNPOrnMn 1 BAUAIOLWAA Ha 3pUTENbHYH (OYHKLINIO)

e [laTHa (BECHYLLKM) NOL4 pyKamMu Unu B naxy

e 2 vnn Gonbwe y3nos Jlnwa (Lisch) (maneHbkve xentoBatble WNn
pblXeBaTO-KOPUYHEBBIE NATHA HAa pagyxKe rnas)



e PasnuyHble BapmaHTbl KOCTHOM AedopmMauuun, BKNYasi M3rmb Hor nog
KONEHOM, CKONMMO3 (MCKPUBIIEHME MO3BOHOYHMKA) MNWN YTOHYEHUE KOCTWU
roneHun

PacwmnpeHHyto nigpopmaumio o NF1, cm.:
The Children’s Tumor Foundation website
The March of Dimes quick reference to the Neurofibromatoses

Y peten ¢ FOMMJ1 u cuHgpomom HyHaHa (Noonan) moryT Takke HabnogaTbcs
nobble 13 Hambonee xapakTepHbIX CUMMTOMOB, CBSI3@HHbIX C CUMHOPOMOM
HyHaHna. Cpeaun Hux:

e BpoxaeHHbIn NOpoK cepaua, B YaCTHOCTW, NErovHbli CTEHO3 (CyXeHue
KnanaHa oT cepaua K nerkum)

e HeonyuweHne anyek y Manb4mkoB

e W36bITOK KOXWN N HU3KO pacnonoXeHHasi NMMHUS BOOC Ha 3aTblfKe

« LLunpoko pacctaBneHHble rnasa;

o bposn pomboBuaHON hHopmsbl;

e HM3KO pacnonoXxeHHble YN, BbIBEPHYTbIN, YTOSLEHHbIN Hapy>XHbI 0604
YLLIHON paKOBUHBbI

e YrnyOneHHbIn rybHom xenobok (BepXHSAst NMMHUSA rybbl)

o 3agepxka B pasBuTUn

PacwwuperHyto  nHopmaumo o  cuHgpome  HyHana  (Noonan) cwm.:
The Noonan Syndrome Support Group, Inc.

Ecnn Bam Hy)kHa nomoLllb No NepeBogy HEKOTOPbIX MEOULMHCKMX TEPMUHOB Ha
CTpaHuLax 3TOro caiTa, pekoMeHayem Wcnonb3oBaTb MeaMUMHCKUI CrIoBapb
HaunoHanbHoro nHctutyTta 3goposbs CLUA.

O630p MHOPMaUUKM Ha 3TOWN CTpaHuue nocnegHum nposoaun Ap. Mignon Loh,
HoueHT kadbedpbl KnuHuMYeckon neguatpuu, yHusepcuteT California B CaH-
®paHuucko B aBrycte 2005

ANATHO3



O630p kpuTEPMEB MCNONB3YEMbIX ANs AnarHoctnkm KOMMI...

Kputepuun, Heobxoanmble Ans Ka4eCTBEHHOW NOCTaHOBKM anarHosa FOMMIJT:
Bce 3 u3 Huxe nepequcrieHHbIX:

e OTcytcTBUE dmnagenbumnckon XPOMOCOMb! nnm XUMEPHbIN
(cmewaHHbIn) BCR/ABL reH.

« MoHouuTO3 B nepudepuydeckoii kposu > 1 x 10°%/L.

e MeHee 20% 6nacToB (BkNto4Yad NPOMOHOUUTLI) B Nepudepnyeckon Kposm
N KOCTHOM Mo3re (B cpeaHeM Konu4ectBo 6nactoB meHee 2%)

2 unu bornee u3 HUXe nepeyucrieHHbIX Kpumepues:

YBenuyeHHoe Konm4ecTBo remornodbunHa F ans gaHHoro Bo3pacra.
Hespenble rpaHynoumtsl U1 ggpocofjepxalime  SpuTpouuTbl B
nepndepnyecKkomn KpoBsu.

KonuuecTBo neikoumtoB coctasnseT > 1 x 10%/L.

KnoHanbHble XpOMOCOMHbIE aHOManuu (HanpumMep, MoHocomus 7).
'Mnep4yyBCTBUTESNBHOCTD MUEeNonaHbIX npeaLecTBEHHNKOB K
rpaHynouuTapHo-makpodaransHomMy KONOHWEe-CTUMYynnpytoLemy
dakTopy (GM-CSF) in vitro.

OTn  Kputepuum onpegeneHbl MNyTeM MNPOBEAEHUS  KMMHUKO-NabopaTopHbIX
aHann3oB nepugepmnyeckon KpoBM N KOCTHOro mMoara.

AHanuna Kposwu:

O6bwwun ananm3 kpoen (OAK) pomkeH ObiTb npoBegeH Yy pebeHka, ¢
npegnonaraembiM guarHodom HOMMIJI, a Takke Ha npoTsXKEeHMU nedebHOoro
npouecca u BbidgopoBneHus pebeHka ¢ KOMMIL. [MapameTpbl KpoBM M UX
HopManbHble 3HadeHuss npu OAK y mnageHueB W geTen nepeyucnieHbl B
Tabnuue Huxe*:

Mokasartenu HopmarnbHble HopmanbHble Kputn4yeckue



3HauvYeHus AnA 3HaJYeHus
MnageHueB aeten

AnAa 3Ha4YeHus

(noTeHumanbHO

(Bo3pacr: (Bo3spacT: 1-12 neT) lonacHble ans

6 mec. -1 ropn)

WBC (neiikoumtsl) 6.0-17.5 (K/mm®) 6.0-17.5
RBC (aputpoumtsl) 3.1-4.5 (M.mm?®) 3.7-5.3

Hgb, Hg wnn Hb 6.0-17.5 (g/DL) 6.0-17.5
(remornobuH)

HCT (rematokput) 35-41 (%) 33-42
MCV 68.0-85.0 (fl) 70.0-95.0
MCH 24.0-29.6 (pg) 24.0-33.0
MCHC 30.0-36.0 (g/DL)  31.0-37.0
RDW 11.5-15.0 (%) 11.5-15.0
TpomGoumThI 300-750 (K/mm?)  200-600
INumdpounTsl 44-78 (%) 21-69
4.0-10.5 (#) 1.5-8.0
HenTtpodunsl 12.0-50.0 (%) 23.0-73.0
1.0-8.5 (#) 1.5-8.5

XU3HU 6e3
CpPOYHOro
BMellaTeNnbCcTBa-
yKa3aHHble
3Ha4YeHusa MoryT
He3Ha4YUTenNbHO
oTnuyaTtbcA)

< 1.0 unn> 30.0

<6.5

<20.0

<20 vnn > 1.000

-- 3HayeHus HOpPMaJibHbIX nokasaTtenen KOMNOHEHTOB KpoBU npeactaBli€Hbl:

Oregon Health &Science University website

PacwwupeHHas nHdopmauma o6 OAK, cm.:

http://www.medicinenet.com/complete blood count/article.htm

http://adam.about.com/encyclopedia/003642res.htm

http://health.yahoo.com/ency/healthwise/hw4260/hw4305

Virtual Children's Hospital

CoseTtbl nNo nogrotoske aeten ans nposegeHuss OAK, buoncum, peHTreHOBCKOro

aHanuaa unu gpyrux npoueayp:
e HoBopoOXAaeHHble
e Manbiwn



PacwumpeHHyto nHpopmaumio 0 npoBeaeHun Omoncurm KOCTHOMO Mo3ra, CM.:
http://www.medicinenet.com/bone_marrow/article.htm

NMPUMEYAHMUE:

Mpn KOMMIJT moxeT HabngaTbCs MHOIO CUMMNTOMOB, CXOAHbIX C BbIABNSEMbIMU
npn  WMHMEKUNOHHbIX 3aboneBaHusx. Cpean HUX WHGEKUUKM, Bbi3BaHHbIE
Bupycom Epstein-Barr, untomeranosmpycom, 4enoseveckum Bupycom reprneca 6
TMna, rucrtonnasmon, MukobakTepusiMnm n Tokconnasmod. [1oaTomy, BaxHO,
4yTOOblI Ball [OKTOP WCKYMN 3TU U Apyrne noTeHuuanbHble MNPUYnHBI
CUMNTOMOB Yy Ballero pebeHka BO BpeMsi ANarHOCTUYECKOro npouecca.

Ecnn Bam Hy>kHa nomoLllb No NepeBogy HEKOTOPbIX MEOULIMHCKMX TEPMUHOB Ha
CcTpaHuuax 3Toro caiTta, pekoMeHayeMm Wucronb3oBaTb MeaVLMHCKMN CloBaphb.
HaunoHanbHoro MHCTUTYTA 340pOoBbA CLUA

O630p MHOpMaUuKM Ha 3ToWM CTpaHuue nocnegHum nposoaun Lp. Mignon Loh,
AOoLEHT Kadeapbl KNUHUYeckon neguatpuun, KanmdopHUNCKOro yHMBepcuTeTa B
Can-®paHumcko B aBrycte 2005

JNNEMEHME

MpoTokonbl neveHund, paspaboTaHHble M UCNOMb3yeMble B HacTosilee BpeMs
CeBepo-amMeprKaHCKOM  OEeTCKOW  OHKONOrmyeckon rpynnon, EBponerickomn
paboyen rpynnon n gp. ...

He cywecTByeT eAMHOro MHTEpPHAaLMOHANbHO MPUHATOrO MPOTOKONa feyeHus
ana FOMMJ1. B HacTosiwee BpemMsda, 2 KIMHUYECKUX MPOTOKOMa JieyeHus
Hanbonee LWMPOKO UCNOMb3YITCA ANS YCOBEPLUEHCTBOBAHUS METOAOB fleYeHns
aeten. OTW NPOTOKOMblI HasBaHbl B COOTBETCTBMM C reorpaduyecknm
pacnosnioXXeHneM LIEHTPOB, KOTOpble UX paspaboTanu:

o CesepHas Amepuka: The Children’s Oncology Group (COG) JMML Study

« EBpona: The European Working Group for Myelodysplastic Syndromes
(EWOG-MDS) JMML Study

o [pyrve knuHn4yeckme metToabl JOCTYNHblE AN nauyneHtos ¢ FOMMI1 moryT
ObITb HangeHbl Ha Be6-cante NIH Clinical Trials.

Cnepytolime npoueaypbl UCMOMNb3YTCA B HACTOsSILEE BPEMS B OAHOM MIM
060MX OANArHOCTUYECKMX MPOTOKONAaX NEePEUYNCIEHHbIX BbILLE:

CnneHakTomMus



TeopeTnyeckoe 060CHOBaHME NPOBEAEHMS CMNIEHIKTOMUM 3aKMNKYaeTCs
B ToMm, yto npu KOMMIJ1 ceneseHka BbINOMHAET pPONb FOBYLIKA AN
NeNKeMUYECKMX KNeToK, 4YTO BedeT K YBENUYEHUIO €ee pas3mepos.
OnacHocTb cocTOMT B TOM paguvauusi, 1 XumMumotepanusa OencTByeT Ha
aKTMBHbIE NENKEMUYECKNE KNETKM CUIbHEE YeM Ha nokosiwmecs. Ecnn
ceneseHka He ygarneHa, TO OHa MOXET CTaTb «ybexuwem» Ans KreTok
FOMMI1, 4yTo BNOCNEACTBUM MOXET MpuMBECTU K peunausy. Bosgencreue
CMNEH3KTOMUN HAa MOCTTPAHCMMAHTALUNOHHbIE PEUNOMBLI, TEM HE MEHee,
OCTaeTCs HEM3BECTHbIM.

Mo npotokony COG JMML Study cnneHakTOMUs BKMOYaeTcs BO Bce
CTaHOapTHble MeToAbl JleYeHUs ANns BCeX KIMHUYECKN YCTOMYUBBIX
nauneHToB.

The EWOG-MDS JMML Study pnaet BO3MOXHOCTb Ilevawemy Bpaudy
Kaxgoro pebeHka onpegenatb, [OEWCTBUMTENbHO N Heobxoguma
CnreHakToMmsi, u Oonblas ceneseHka OObIMHO yganseTca Ao
TpaHcnnaHTaumMm KOCTHOro Mo3ara.

Korga nnaHunpyetca cnneHaktomus, naumeHtam ¢ KOMMI1 pekomeHaytoT
BakumHauuto npotmB Streptococcus pneumoneae wu Haemophilus
influenza 3a 2 Hegenu oo onepaunu.

Mocne npoBeaeHnsi CNNeHIKTOMUU, MOXET OblTb Ha3Ha4YeH MEeHULMUINVH
eXeOHeBHO ANs 3aluTbl nauneHta oT OakTepuanbHbix WHEKUWA, oT
KOTOPbIX Cere3eHka B HopMme 3awutuna Obl; 3TOT  eXeOHEBHbIN
NpoduUNakTMYeckuin pexum OyaeT oObl4HO npodorkaeTcss A0 Tex nop
noka naumeHT He CTaHeT B3POCIbIM.

XumuoTtepanusa / dapmakonornyeckoe nevyeHue

Ponb xumunotepanum B nedenHunn KOMMI1 nepen TpaHcnnaHTaumemn
KOCTHOro Mo3ara He Obina n3y4eHa u BCe elle HensBecTHa. XummoTepanums,
0e3 [JononHUTEnNbHbIX METOAOB JIEYEHUS OKasanacb HecnocobHomn
Bbl3BaTb 4ONTOCPOYHOE BbhkuBaHMe naumeHToB ¢ KOMMIJI



Hu3sko-00308as cmaHdapmHasi xumuomeparusi:

- WccnepoBaHnss He nokasanuM HUKAKOrO BIUSIHUA  HU3KUX 003
CTaHOApPTHOrO Kypca XMMMOTEpanuuM Ha MpPOAOIHKUTENBbHOCTL KU3HU
nauneHtoB ¢ KOMMIJ1.

- HekoTtopble KOoMBUHauun 6-MepkanTonypuHa c  Apyrmmu
XMMUoTepaneBTUYECKUMN npenapataMmn  MpuBenu K  onpegeneHHbIM
pesynbTartam, TakMM Kak yMeHbLUeHMe pa3MepoB OpraHoB U yBenuyeHue
NN HopManusaums Konu4ecTea NemkoumMToB N TPOMOOLMTOB.

NHmeHcueHas xumuomeparius:

- [lonHoe pemuccns KOMMJT HeBo3moOxHa ©e3 MCNoONb3oBaHUSA
WHTEHCMBHOM XMMMOTEpanuu, KOoTopasi BCe euwe Wucrnonb3yeTcsa B
HEKOTOPbIX Cry4asix, YTO KayeCTBEHHO YrydlaeT COCTOsHWEe rpynmnbl
nauyneHToB ¢ KOMMI1, y koTopbix 60Mne3Hb HE NPOrpeccupyer.

- Mo npotokony COG JMML Study npumeHsieTca 2 yukna donygapabuHa
n umtapabuHa B TeyeHme 5 gHen c 13-LMC-PETUHOEBOWN KUCIIOTOW W
nocregyoLwmm NpumMeHeHnem nocneaHen 6e3 KoMOMHMPOBaHUS.

- The EWOG-MDS JMML Study, ogHako, He pekoMmeHOyeT UHTEHCUBHYIO
XUMMOTEPANMIO Nepen TpaHcnaHTaunemn KOCTHOro Moara.

13-yuc pemuHoesas kucrioma (Accutane):

- B nabopaTtopHbix ycnoBuax 6bis10 gokasaHo, 4To 13-umc-peTmHoeBas
KncrnoTa saBnsaeTcsa nHrnbmutopom pocrta knetok KOMMIT.

- COG JMML Study noatomy BkntovaeT 13-UMC-peTMHOEBYIO KUCMOTY B
CBOW MPOTOKON feYeHns, XOTa ee TepaneBTUYeckas LEHHOCTb Ans
KOMMI1 ocTtaeTcsa cnopHon.

Pagunauusa / PaguoTtepanus

HencTteue paanaummn Ha cernie3eHKy He NpUHOCUT pe3ynbTaToB. He
npumBoanT K YMEHbLUEHUIO pa3MepoB CeJie3eHKN Win K CHUXEHUIO
HeobxoanumMocTn nepennBaHnAa TpOM6OLl,I/ITapHOIZ Macchbl.



TpaHcnnaHTauuA CTBONOBLIX KNETOK (TPaHCNMaHTauuA KOCTHOro Mo3ra)

EOMHCTBEHHBIN  MeTOon, KOTOopbI  NpuBOAUT K u3nedeHnto HOMMIJ1  aTo
TpaHcnnaHTaumMs KOCTHOro Moasra, npubnuantensHo ¢ 50%-biM  ypoOBHEM
BbKMBAHUA.

Puck BTOpnyHOro peumavea nocne nepecagky BbICOK, U Bbln 3apernctpupoBaH
Ha ypoBHe 50 %.

B ocHoBHOM npu KOMMI1, pekomeHayOT NpoBeAeHne TpaHcnnaHTauum KOCTHOro
MO3ra Kak MOXHO BbICTpee, C MOMEHTa YCTaHOBMNEHNS AnarHo3a.

Uem B Gonee paHHeM Bo3pacTe MpOBOAUTCHA TpaHCMMaHTauua KOCTHOro Moara
Tem 6onee NONoOXUTENbHBLIM ABMNAETCHA NPOrHO3 AaHHOW Tepanuu.

[oHopbl:

- TpaHcnnaHTauuMss OT COBMECTUMOrO POLACTBEHHOrO [OHOpa, COBMECTUMOrO
HEepPOACTBEHHOr0 [OHOpPa M COBMECTMMOW HEepOACTBEHHOW MYMOBMHHOW KPOBU
AOHOpa BO BCEX Cry4vasx Mokasara CXOXyl A0S peunanBoB, XOTS CBA3AHHbIE
C nepecagkon cMepTenbHble cllydyau Bbile Npyu COBMECTUMOM HEPOACTBEHHOM
AOHOPCTBE W NaBHbIM 006pa3oM Kn3-3a UHAEKUMOHHLIX MopaeHun. [Moatomy
AonosiHuTenbHass  NekapcTBeHHad  3awmta  o0BblMHO  MNpefocTaBnseTcs
peuunneHTam TPaHCNNAHTAHTOB OT COBMECTUMOrO HepOACTBEHHOro AOHOpa,
4yTO6bl 3aWUTUTL pebeHka OT peakumm TpaHCMNaHTaHT NPOTUB XO35MHA.

- MNaumeHtol ¢ KOMMIJI cornawarTcsa Ha nepecagky OT COBMECTUMOrO
HepOACTBEHHOro JOHOPA, €Cnn He JOCTYMNeH COBMECTUMbIA POACTBEHHbIN AOHOP,
N3-3a HNU3KOro YPOBHS BbKMBaHUSA 6e3 TpaHCnfaHTaHTa KOCTHOro Mo3ra.

YcnoBusi n pexum

- Mo COG JMML Study NpPOTOKONY npumeHsitoT 8 ceaHcoB obLiero obnyvyeHuns
N 0o3bl unknodgocamuaa ans nNpuroToBrneHns opraHnama pebeHka, 60mnbHOro
FOMMI1 k TpaHcnnaHTauum KOCTHoro moara. Mcnonb3oBaHue obuwero obnyvyeHus
CMOPHO WM3-3a BO3MOXHOCTU MNO3OHMX MNOBOYHbIX 3PPEKTOB, TaKUX Kak
3amMeasieHHbln  pocT, Oecnnogve, WHBaANMOHOCTb, BTOPUYHbIE  pPaKOBble
obpa3oBaHus, a Takke Mo MpUYMHE paspyLUMTENbHOro addpekta pagmaumm Ha
oyeHb ManeHbkux aeten. OfHaKo, TaKoW MeTod MNpeasiaraeTcs B [aHHOM
nccnenoBaHMM MOCKOSbKY CYLLECTBYET OMacHOCTb, YTO WMCMONb30BaHUE TOSbKO
XuMmoTepannun MoXeT OblTb HegOCTaTOMHO AMfS YHUYTOXEHMUSI MOKOSLMXCS
knetok KOMMIJ1.

- The EWOG-MDS JMML Study npumeHsieT 6GucynbgaH BMecTo o06Liero
obny4yeHunsi, NOCKOMbKy B pe3ynbTaTe COOCTBEHHbIX MWCCrnegoBaHun Obinm
nosly4yeHbl AaHHbIe, KOTOPbIE NPOAEMOHCTPMPOBann, 4To ducynbdaH 6bin 6onee



apdektneeH npotuB nenkemum npu KOMMJT 4yem obuwee obnyyeHue. [lo
npotokony EWOG-MDS Takxke BkrtoyatoTca yukrodgocdamma n mendarnaH.

TpaHcNNaHTaHT NPOTUB NeNKeMUM:

- HeopgHokpaTHO ©Obina NPOAEMOHCTPMPOBaAHaA BaXHas pPofb  peakumnu
TpaHCNNaHTaHT NpoTMB nenkemumn B nevyeHmn KOMMI1, n 310 o4eBMAOHO Yy AeTen
nocrnie TpaHCnIaHTaunMm KOCTHOMO MO3ra, MOCKOSIbKY Hepeako oTMmevaloTcs
OCTpbl€ WNU XPOHWYECKME peakuuu Tuna TpaHCNMaHTaHT MPOTMB XO3dAMHA.
OueBngHO, 4TO OCTpas WM XPOHWYECKAs peakuusi TpaHChNaHTaHT MpoTUB
X035IMHa cBsA3aHa ¢ 6onee HM3KOW YacToTon nosisrneHns peumansos npy KOMMIT.

- Mpn KOMMIJ1 HeobxoouMMO OCTOPOXHOE MPUMEHEHWE WUMMYCYNPECCUPYHOLLMX
npenapaTtoB AN KOHTPONS peakumm TpaHCONaHTaHT MpPOTUB  XO358MHAQ;
HeobXoaMMO OTMETUTb, YTO AETWU, KOTOpble MONYYalT CHUXKEHHbIA YPOBEHb
Takoun NpomnakTnkn, nMetoT 6osiee HU3KY YacToTy NOSABMEHNSA peLanBoB.

- [Mocne TpaHcnnaHTauum KOCTHOrO MoO3ra, MOCTEMEHHO YMEHbLUALWasaca
UMMYHOCYNpecCuMBHas Tepanus MPUHOCUT  yChelwHble pesynbTatbl  Ans
M3MEHeHna Kypca paboTbl KOCTHOrO MoO3ra C MOHWXKEHHbIM MPOLEHTOM
AOHOPCKMX KMeToK W BO wu3bexaHwe nosTopa peumamsBa. [doHopckas
numdoumTapHas MHAQY3UA, C OAPYron CTOPOHbI, HE 4YacTo NpuBOAUT AeTen C
KOMMIJ1 k pemuccum.

,D,J'IFI nony4yeHuA AOMNONHUTENBHON I/IH(*)OpMaLI,MVI O TpaHCcnnaHTaunm KOCTHOro
Mo3ra CM.:

http://www.umm.edu/blood/bonemarr.htm

PELWOUB

[Mocne TpaHcnnaHTauum KOCTHOro Mo3ra, ypoBeHb peunausoB y getent ¢ KOMMIT
mMoxeT gocturatb 50 %.

Peungue 4acTo BO3HMKAeT B TEYEHWE HECKONbKMX MecALeB nocre
TpaHCcNMaHTauu1, a pUck peuuanBa 3HauYUTENbHO CHUXKaETCs Yepes rof nocrne
nepecagku.

CyuwectBeHHoe yucno naumeHtos ¢ KOMMIJ1 gencteutensHO gocTuraeT MosHom
pemMuccun 1 OONTOBPEMEHHOINO M3NeYeHnsa nocrne BTOPOW nepecagkyn KOCTHOro
Mo3ra, Takum obpas3om, HasHayYeHne 3TOM OOMNONHUTENBHOW Tepanuu ABNSEeTCH
Heobxo4MMbIM y fieTeln ¢ peunanBamu.



Ecnn Bam Hy)kHa nomoLllb Mo nepeBogy HEKOTOPbIX MEOULMHCKMX TEPMUHOB Ha
CTpaHMUax 3TOro cailTa, pekoMeHOyeMm WUcronb3oBaTb MeauLMHCKUIN CoBapb.
HauuoHnanbHoro NHCTUTYTA 340p0oBbA CLUA

O630p UHOpMaUUK Ha 3TOW cTpaHuue nocnegHum nposoaun Ap. Mignon Loh,
AOoUeHT kadeapbl KNMHMYeCcKon neguatpumn, KanngopHMnckoro yHmBepcuteTa B
Can-®paHumcko B asrycte 2005

NMPOrHO3

Pe3yﬂbTaTbI NocneaHnx KNUHUYECKUX nccrnegoBaHnn

MporHo3 3aboneBaHnsi OCHOBLIBAETCSA Ha TOM, Kak OTBETUT OpraHvM3Mm nauueHTta
Ha JfedyeHne, OCHOBaHHOE Ha WHAMBUAOYalnbHbIX OCOBEHHOCTAX BO BpeMs
noctaHoBku gnarHosa. Npn KOMMIJ1 BblaeneHbl Tpu XapakTepHbIX NokasaTens B
NPOrHo3e NaumMeHToB:

XapakTepucTuku MNMokasaTenw,
yKasbiBawoLime Ha
O6onee
onaronpuATHbIN
NpPOrHo3s

Mon Myxckomn

BospacTt npu | <2 net

NOCTaHOBKe

anarHosa

MapannensHo [wvarHoctuka Noonan’s

BO3HMKaoLLne Syndrome

doakTopbl

bes neveHus, Bobknsaemoctb geten ¢ KOMMIT - npnbnunantensHo 5 %.

TonbkO TpaHCnnaHTaums remMorno3TUYECKMX CTBOJSIOBbIX KMETOK, OObIYHO
npeacraensaowas cobon TpaHCNMaHTauMl KOCTHOMO MO3ra Wunm nynoBMHHOWM
KpoBW, Okasanacb ycnelwHbiM meTogom nedyenus geten ¢ FKOMMIN, HepasHue
nccnegoBaHNsa onpeaenunu, Y4To YPOBEHb BbRKMBAHMSA MOCNEe Takon Tepanuu
cocTaBnseT npmbnuantensHo 50 %.

Peungme npeacraBngeT 3Ha4YUTENbHbIA PUCK NOCIE TPaHCnaHTaumMm CTBOIOBOM
knetkn gna geten ¢ KOMMIT;, 3TO OCHOBHasaA MpUYnMHaA CMEPTU AeTen C 3TUM



ANarHo3oM, KOTOpble nepeHecnu nepecagky CTBOMOBOM KneTku. Hambonbluas
yacToTa peumamBoB 3aperncrtpupoBaHa Ha ypoBHe 50 %. Y MHorux getemn
OTMeYeHa pemMuccusi nocrie BTOPOW nepecajkym CTBOMOBbIX KNETOK, YTO
nokasblBaeT He0BX0AUMOCTb NPOBEAEHNSI TAKOW Tepanuu nNpu peumamsax.

Ecnn Bam Hy>kHa nomoLllb No NepeBogy HEKOTOPbIX MEOULMHCKMX TEPMUHOB Ha
CTpaHuLax 3TOro caiTa, pekomeHayem WUcronb3oBaTb MeauLMHCKUI CoBapb.
HaunoHanbHoro MHCTUTYTA 340pOoBbA CLUA

O630p MHOpMaUUKM Ha 3ToM cTpaHuue nocnegHum nposoaun Ap. Mignon Loh,
AOoLEeHT Kadeapbl KNUHUYeckon neaunatpuun, KanmdopHUNCKOro yHMBepcuTeTa B
Can-®paHumcko B aBrycte 2005



