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MueJsionposindepaTuBHbIE J
3a6os1eBanuda (MII3) y geTeit

NHoopmayua ana poanTtesie — NOHATHO, NOAAEPXXMBAIOLLLE, YeCTHO




Cellular Therapies

Advancing Medicine through Innovation

B 3Tom pasaenie mbl 06bACHMM 6a30Bble NOHATUA: UTO Takoe MI13,
KaKue KJ1IeTKM KPOBHM 3aTpPparmBaloTcd, Yem 3Tv 3abosieBaHuns
OT/INUYAIOTCH OT JIEMKO30B M HACKOJIbKO YaCTO OHM BCTpeUaloTca y

OeTen.




CNAn 1

MuesionposndpepaTuBHbIE
3a6o0s1eBanuda (MII3) y geTeit

NMHoopmayuna anga pogutenen

Ecnun Bawemy pe6€HKY NoCTaBuJIN WJIM NOA03PEBaIoT
MuenonposinoepaTuBHoe 3abosieBaHne — 310 3ByuYMT nyrawouye. Ho
3HaHMe — 3TO CKMJ1a. JTa Npe3eHTaLuda NOMoXeT BaM pa3obpaTtbca B
AVarHose, 3a4aTb NPaBnJibHbie BONMPOCbI Bpauy U MNOYyBCTBOBATD
noAnepXKy.

Hematology




cnanp 2

YTO 03HA4YaeT CJI0OBO «MHeJIonpoindepaTuBHbBIE» ?

Pa36epem cnoxxHoe CJI0BO N0 YaCTAM — M OHO CTAHET NOHATHbIM.

«Mueso» «I[Ipoudepanusa» «3a60J/1IeBaHUS»

OTHOCHUTCH K KOCTHOMY MO3ry — OT Pa3pacTtaHve n pa3sMHOXeHHe 9710 He ogHa 6os1e3HDb, a Yesada
rpeueckoro myelos. KoCTHbIA MoO3r Knetok. Npun MIN3 KOCTHbIN MO3r rpynna saboneBaHmnn, Kaxkaoe ms3
— 3TO0 «<dabpunka>> KNeToK KpoBm NMPoOn3BOAUT CJIMLLKOM MHOIO KOTOPbIX MMeeT CBOM 0COOEeHHOCTH
BHYTPM HALLMX KOCTEM. onpeaeneéHHbIX KJ1IeTOK KPOBM. M NoAXoAbI K JIEYEHMIO.

) Mpoctbimu cnosamum: Mpu MIM3 KOCTHbIM MO3r paboTaeT < C/INKOM yCepAHO>> N NPOMN3BOANT N36bITOK 3pesibix
KJ1eTOK KPOBM.



CNAAg 3

Kakue Kj1eTKH KpOBY NMOPaAXKAKTCA?

MI13 3aTparnealoT MMesIONAHDbIN POCTOK KPOBETBOPEHUSA — OCHOBHOM MCTOYHMUK KJ1€TOK KPOBM. [1pmn pa3HbIX dopmax
MI3 cTpapaeT onpeaeneHHbIA TUN KJ1€TOK.
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JPUTPOLUTHI JleMKOLUTBI TpoM6GoOUUTHI
KpacHble knieTku KpoBu. lNMepeHocaT benbie K1eTKN KPOBX. 3aL LU AI0T KpoBsiHbl€e NJIaCTUHKMWN.
KUCJI0POA, OT JIErKUX KO BCEM OpraHamMm  OpraHu3m OoT MH®EKLUWUM, BUPYCOB M OcTaHaBJ/IMBAIOT KPOBOTEY €HMUS,

M TKaHAM Tesna. 6akTepunn. <<CKJ1IemBaa>> NoBpeXAEHHDbIEe CoCyabl.



YeMm MII3 0oTVIMYAKOTCH OT JIEMKO30B?

KnioueBoe ot/inume — 3pesioCTb KJ1€TOK. ITO nMpUHLUMNNMMNAJIbHO Ba>XHO AJi4 NMOHNMaHMNA ANalrHo3a 1 nporHo3a.

XapakTepucTmka Mr3

Kakue Knetkmn 3pesible WM NOYTH 3pesible
CKopoCTb pa3BUTHA XpoHHnueckoe, MeaJsiIeHHoe
OcHoBHas npobnema C/IMLIKOM MHOIO KJ1IeTOK
MporHos YacTo 6naronpmaTHbIn

OcTpbIv 1IeNKO3

Hespenbie (6nactbli)

OcTpoe, 6bicTpOE

C/IMIKOM MaJ10 HOPMaJibHbIX KJIETOK

TpebyeT Hemep/1IeHHOrO J1eYeHns

o BaxHo: MIN3 moryT co BpeMeHeM TPAaHCO®OPMHUPOBATLCA B OCTPbIN JIEMKO3 — MMEHHO MN03TOMY peryJisipHoe HabnioaeHMe Tak BaXKHO.



Peako sin Bcrpevarorcsa MII3 y gereit?

MI13 y peTen BCTpeUualoTCa peAKko, HO Bpau M BCE yalle X AMarHocTupyiot 6a1aropapa passuTrIO MeAULMHDI.

PaHblile Cenuac CraTuCTHKA

Cuntanocob, uto MIN3 — 6onesHb bnaropapsa reHeTUYeCKOMY Y peten n nogpoctkos MI13

NoOXXWJbIX logen. [letem npakTUUuecku TectupoBaHuio MIN3 HaxoaaTn y COCTaB/IAIOT 8-27% OT BCEX

He 06cnepoBanm Ha 3TK 3aboneBaHums. Aeten. [lmarHoCTMUKa ctasia TOuHee 1 MuesionaHbix 3abonesaHnn.
AOCTYynHee.

(J 3abosneBaemMocTb HMU3KasS, HO KaXKAbINX cJsiyuamn TpebyeT BHUMaHMUSA N MTHAMBUAYAJIbHOIO noaxoaa!



Chapter 10

KJIACCMUECKME MIN3

®opmMbI 3a00/1€eBaHUS

B 3TOomM pa3gesie Mbl paCCMOTPUM OCHOBHbIE ®OPMblI
MMeJIONPOoSIMdEPATUBHDbIX 3a60/21eBaHMN, BCTPEUAIOLLLUXCA Y AAETEM: NX
0c06eHHOCTU, CUMINTOMDbI M YaCTOTY.

Bone Marrow

The Lifeblood of Regeneration




CNAMA 6

Tpu knaccudeckux MII3 (BCR-ABL-HeraTuBHbI€)

Bce Tpn ®opmMbli obbeanHAET 0AHO: KOCTHbIA MO3r npom3ssoaAmT CJIMWLUKOM MHOro OHDEAGJ'I.éHHbIX Ks1eToK. Ho Kakux
MMEHHO KJ1eTOK — 3aBMUCHUT OT ®OpPMbI 6onesHn.

JcCceHIMa/IbHASA TPOMOOLIUTEMUSA UcTtunHasa noaunutemusa (UI1 / [lepBuYHbIK MUE/10PUOPO3
(3T) PV) (MM® / PMF)
C/IMLIKOM MHOro TpoMm60LMTOB. C/IMLIKOM MHOIO 3pUTPOLMUTOB. PybLyeBaHMe KOCTHOro Mo3sra.

Camaqa yactaa oopma y AeTen. KpoBb CTaHOBUTCS INyCTOM. Camas peakaa doopma y AeTeN.



CAMA 7

JdcceHnuajibHaga Tpomoonutremus (3T) y aerei

3T — camagq yacrasa oopma MI13 y geter. KOCTHbIA MO3r NPOM3BOAMUT CJZIMWLKOM MHOIO TPOMOOLIMTOB, UTO MOXXET BJINATD
Ha CBEPTbIBAEeMOCTb KPOBM.

YTo npoucxoaut Y neteu ¢ 3T

YpoBeHb TPOMOOLIMTOB AOCTUIaeT 700 000 - 1000 000+ (HOpMa: Tpom603bl BCTPEUAIOTCA PeXe, YEM Y B3POCJIbIX

150-400 TbICAY) TeueHme vyawye aobpokavyecTBeHHOe
TpomboLMTbI MOryT CZIMNATbCA M 3aKYNOPMUBATb COCyAbl MHorme AeTv He HYXKAal0TCA B aKTUBHOM
Nnn, HaobopoT, HapylwaeTca NX ®YHKLUNUA — BO3HMUKAIOT JieueHMM

KpOBOTEUYEHMA
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lNMoBbilWleHHAA BA3KOCTb KPOBM 3aTPYAHSAET €€ ABUXKEHMe Mo cocyaam, YTo
CO34a€ET PUCK TPOMO6030B N HapyLIEHMNS KPOBOCHAOXXeHMnS OpraHoB.
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CHUMIITOMBI
fosi0BHbIE 60511 M rOJI0BOKPYXXEHHME, MOKPACHEHME KOXXM (pymsaHel), 3yA,
— 0cob6eHHO nocsie TENJIOM BaHHbI UJIM Aylla.
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Y peten BCTpeuaeTcs oueHb peako. O6bIYMHO — y NOAPOCTKOB CTapLue 15
net. Tpebyet BHMMaTeNbHOro Hab1loAEHMS.




cnAng e

[lepBuuyHbIii MUes10PpuOPO3 (IIMDP) v neTeii

NMM® — camaa peakaa oopma MIMN3 y aeten. MNpn 3Tom 3ab6o/1eBaHNM B KOCTHOM MO3re pa3pacraeTcs pybLoBas TKaHb,
KOTOpas MelaeT HOPMaJIbHOMY KPOBETBOPEHMIO.

YTo npoucxoaut CuMIToMBl y AeTeun
KocTHbIM Mmo3r 3amewyaetcs pybuoson (dnmbposHon) YBesinueHHaq cesie3€éHKa (CnJsieHoOMerasina) — nouTn y
TKaHbIO NoOJIOBMHbDbI NALNEHTOB

CHmMKaeTcqa BbipaboTKa HOPMAJIbHDbIX KJIETOK KPOBM AHemusq, BbIpaXXeHHasd yCTaJ10CTb

KpoBeTBOpEHME «<MNepee3’XaeT>> B NeUYeHb U CeJ1e3EHKY bosin B KOCTAX

CpeaHunn Bo3pact aeteun c MIM® — okono 3,4 seT.



CNIAAf 10

IOBeHUJIBHBIU

MHEJIOMOHOLUMTAPHBIN JIEUKO3
(FOMMLI)

IOMMIJ1 — ocob6oe MI13, KoToOpoe BCTPEYAETCH TOJIbKO Y MAaJIEHbKUX AETEN.
JT0 arpeccuBHoe 3abosieBaHMe, Tpebylouee ocoboro noaxoaa.

KTto 601eeT [/1aBHBIE NPU3HAKH

OeTtwn po 4 net (uawe — fo 2 YBesinueHune cesie3€HKN n

ner). Manbumkm 6oneroT B 2 neyeHmn — 6onee 97% cnyuaes.

pa3a vyalle AeBOoYeK. YBeninueHne 1IMM®O0Y3J10B — 76%
CJIyvyaes.

N3MmeHeHusa KPpOBH

MOHOLIVITO3 — 3HaYUTEeJIbHOE NOoBbILLIEHNE YNCJia MOHOLIMTOB B KPOBM.
JTO OAAMH M3 KJ1I0UEeBbIX AMArHOCTUY €CKUX MPpMN3HaAKOB.




NMPNUYNHDI N TEHETUKA

[louemy Bo3HukawT MII3?

B 3Tom pasaesie Mbl pa3bepém reHeTUUYECKNE NPUUYMHDI
MuUesIonposindepaTuBHbIX 3a6on1eBaHNA, POJib HAC/1IEACTBEHHOCTU U
TO, Nnouemy 60s21€3Hb pa3BMBaETCH He Y BCEX HOCUTEJIEN MYyTaLMNA.

CHAPTER TWO

GENETICS
RESEARCH LABORATORY
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[louemy Bo3HukarT MII3? [l1aBHag npuynHa — MyTalnuu

MI13 Bbi3biBalOTCH MyTaLlMdavmn (HOJ'IOMKaMVI) B reHaX CTBOJIOBbIX KJIETOK KOCTHOIo Mo3ra. T NoJIOMKM 3aCTaBJAAIOT
KJ1IETKM AeJINTbCHA GECKOHTpOﬂ bHO.

—0——0— —0—

JAK2 CALR MPL

Camaq yactaa mytayvsa npmv MIMN3 y BTopas no yacrore myrtayus. MyTauuma B peyenTtope
B3pocCsbiX. Y leTen BCTpeuaeTcs Mo>keT BOSHUKHYTD eLLé Tpombonos3TnHa. BcTrpeuaerca
3HAQUMTEJIbHO pexe. BHYTPMUYTPOOHO. pexe Apyrux.

) Y peTeir kapTUHa Apyran: MHOrmMe IeTU UMEIOT <KTPOMHOM HEraTUBHbIMN>> CTaTyC — HU OAHOM M3 TPEX <«<B3POCbIX>>
myTalyun. leHeTtnka MI3 y aeten npoaosKaeT N3yyartbCs.



MyTtanuu npu KOMMJI

IOMMJ1 cBs13aH C ApYrMMM reHaMM, OTJIMYHbIMM OT Kslaccnueckmnx MI3. NMpumepHo 90% cnyuaes OMMJ1 obbsacHalOTCA
OAHOM U3 3TUX MyTaLUMN.

leH UTo o3Hauaer YacToTa

PTPN11 YacTo npm cuHapome HyHaH ~35% c/slyyaes

KRAS / NRAS RAS-myTaummn, HapyweHue ~25% CJlyuyaeB
KJ1IETOYHOrO0 AeJsieHus

CBL HapyuweHue CMrHasibHbIX NYTEM KJ1€TKMN 10-15% CJs1yvyaeB

NF1 NMpn HenpoodmnbpomaTtose 1 TMNa ~15% cJlyyaeB

[ BaxHo: FTeHeTnuecknm aHanms npm IOMMJ1 nomoraeT He TO/1bKO NOATBEPAUTb ANArHO3, HO M BbI6paTb
NPaBUJIbHYIO TAaKTUKY JIeYEeHHA.



AN 13

HacseacrBeHHbIEe CHHAPOMBI, ITOBbINIAOIIVEe puck MII3

HekoTopbie aeTv poXXaalTca C NpeapacnosiodKeHHOCcTblo K MINM3 n3-3a HacieaACTBeHHbIX CUHAPOMOB. JTO He O3HauvaeT,
4yT0 6021€3HDb 06913aTE/IBHO PA30BbETCH — 3TO TOJIbKO MOBbIWEHHbIN PUCK.

% CunapoM JlayHa (Tpucomus 21) }‘; Heiipoduépomaros 1 Tuna

[MoBbIWEHHDbIN PUCK Pa3JIMYHbIX MUEJZIOUAHDbIX TecHo cesizaH ¢ OMMIJ1 n3-3a mytauunm B reHe NF1.
3abonesaHmnn, eknrwouaa OMMIJI.

g\ Cungpom Hynan Z Anemusa ®ankonu u cusapom IllBaxmana-
Cea3aH ¢ mytauven PTPN11, KoTOpas yacro Aaumonza
BCcTpeuvaetca npmn IOMM/JI. HapyweHune paboTbl KOCTHOro Mo3ra, NOBbllIAOLL €€

puck MIN3 n apyrmx 3abosieBaHNM KPOBM.



AV 14

MoryT Jiu MyTaliii BO3HUKHYTh BHYTPUYTPOOHO?

Oa, myTaymnm MoryT nosiBUTbCS €LLE A0 POXKAEHNSA. ITO OAMH U3 YAUBUTEJIbHbIX M BaXKHbIX ®akToB o MI13.

BHYyTpHUYyTpPOOGHO 1

MyTauuna BO3HMKAET B CTBOJIOBOM KJ1eTKe nsaoaa. Hukakunx
CUMNTOMOB HET — 00J1e3Hb <KMOJTUNT>>.

JleTcTBO / OHOCTH 3
bosnie3Hb HAaYMHaET NPoABAATbCA. UacTo — cnyyanHas
HaxoAKa npv aHaJin3se KpoBMW.

IIpu poxageHun

Y ogHoM naymeHTKM ¢ N myTtaumsa JAK2 6bin1a
obHapy>xeHa B NyNOBMHHOM KPOBU — 3a 34 roaa Ao
nosiBJIEHUS CUMNTOMOB.

JAunarHos

Y 6an3HeloB ¢ MIN3 HanaeHa oaHa u Ta XXe myTtauusa CALR
— [0Ka3aTesIbCTBO BHYTPUYTPOOHOIro NpomncxoXXaeHus.

() Bose3Hb MOXeT «<ApemMaTtb>> MHOIrme roabl, npexae yemMm npoaBmUTbCA. 910 06DbBACHSAET, NOY €My ANalrHO3 MHOoraa CtTaBmMTCd HEOXKNAAHHO.



CAM 15

[loueMy oAMH pEeGEHOK
3a00/1€BaeT, a APyrom — HeT?

JTO OCTAETCA 3arafAKom ans yuéHbix. Haaimume myraumm — 3710 eLl€ He
60s21€3Hb. Hy>XHbI A0NOJZIHNUTEJIbHDbIE <KYyAapbI>>.

dakr 1 : MmyTanuu 6e3 dakT 2: Teopusi «<HECKOJIbKUX

00J1e3HHU yAapoB»

MyTtauun JAK2, CALR, MPL [Ons pazsnutna 6051€3HN HYXXHbI

obHapy>XnBaloTCAa B KPOBM AO0MOJIHUTEJIbHbIE

MHOIMX MOXXWUJIbIX JIIOAENA, HO reHeTuYeCKme N3MEeHeHMS Uimn

MI13 y HNX He pa3BMBaeETCH. BHEWHHME ®AKTOPbIl —

OaHOM MyTaLMM HeAO0CTAaTOUYHO. MMMYHHbIE, FTOPMOHaJIbHbIE,
cpenoBblie.

dakKT 3: et — 0cob6ada rpynmna

MexaHun3mbl pa3Butusa MIN3 y aeten ewe meHee NOHATHDbI, YeM Y
B3pocsibix. UcciepoBaHmMs NpoaosIKaloTCS.




DIAGNOSIS

Understanding Symptoms & Conditions
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CUMITOMbI U ANATHOCTUKA

Kak pacno3HaTh U
AuarHocruposarb MII3

B 3TOom pa3aeJsie — 0 CMMNTOMaAx, KotTopbie A0JIXKHbl HACTOPOXXMUTb
pOAMTGﬂGI’I, MO MeToAaX ANAITrHOCTUKHN, KOTOpPbIE NOMOraloT Bpayvyam
NOCTAaBUTb TOYHbIMX ANArHO3.



CNAAg 16

Kakue cuMnToMsbl 40/I2KHbI HACTOPOXKUTb?

CumnTombi MIN3 3aBMUCAT OT ®OpMbl 3a60/1€BaHUS M OT TOr0, KaKMX KJ1€TOK CTaJ10 CJIMWIKOM MHOro. Ba>kHo He 3aHMMaTbcAa
CaMOAMarHOCTUKOM, a 06paTnTbCA K Bpavy.

Oo61He CUMIITOMBI IIpu UI1 (MHOrO 3pUTPOIMTOB) IIpu 3T (MHOro TPOMOGOIIUTORB)
YBesninueHue Cesie3éHKM n FonoBHble 601m Tpomb03bl (3aKynopka cocyaoB)
nevyeHm NMokpaCcHeHMe KOXH Nnn, HaobopoT, —
YBesinueHHble IMM®OY3/1bl Ko>XHbi# 3yA, KpoBOTeYeHuUd
baepHOCTb, BbIpa)XXeHHas HapyweHunsa 3peHns

ycTasioctb (aHemuma)
J1eérkoe nosiBJieHMe CUHSIKOB



cnang 17

YBe/indyeHHAs ceJie3éHKAa — 4acTbhin npu3sHak MII3

CnneHomeranmsa (yBesiMueHMe Cesie3€HKN) — 0AMH N3 Hanbosiee xapaktepHbix npu3HakoB MIN3 y aeten. OHa BCTpeuaeTca
npyv MHOrMx ®opmax 3abosieBaHunA.

>97 % 47.6%

[Tpu OMMJI IIpu 3T y geren
bosiee 97% peten ¢ OMMJ1 nmeloT yBeJINU €HHYIO CeJ1e3EHKY MouTn NOJZIOBMHA AeTeNn C 3CCeHLMAJIbHOM
— 3TO OAVH M3 rN1aBHbIX ANArHOCTUYEeCKMNX NPU3HAKOB. TpomboLymnTeMMEN TaK)Ke UMEIOT CMJIEHOMErasimio.

Pe6EHOK MOXXeT oL yLLLaTb TAXKECTb UJIM pacnMpaHue B J1IeBOM nogpebepbe, 6bICTPO HaCbIWATbCA NPU eae — cesie3€HKA
DABUT Ha XXenyaok. Ecam Bbl 3amMmeTW I 3TN Npn3HaKn, obpaTtuTechb K Bpauy.



CNIAA 18

Kak craBaAT Auar1os?

OnarHoctmnka MIN3 — komruieKcHass. OaMH aHaNMN3 He AAET NOJIHOM KapTUHbI. Bpay ncnosb3syet HeCKOJIbKO METOA0B,
4TOObI NOCTAaBMTb TOUHDbIN AMNArHO3.

01 02

061U aHA/IU3 KPOBU I[IyHKIMA KOCTHOTrO MO3ra

NMokKa3blBaeT YPOBEHb 3pUTPOLMNTOB, TPOMOOLIMTOB M OueHMBaeT COCTOAHME KOCTHOIo Mo3ra: HaJinume ombposa,
JieKoumnToB. UacTo — nepBbin CUrHan K yraybneéHHomy KOJINYECTBO M 3PEeJIOCTb KJ1E€TOK.

obcnepoBaHmIO.

03 04

leHeTHYeECKM aHAIU3 Y3U opraHoB GPIOLIHOM MOJIOCTH

Bbigsnser mytauum JAK2, CALR, MPL n gpyrune Onpepenger pasmepbl CeJZIE3EHKU U NMEeYEeHU, MOMOraeTt

reHeTUYeCKMe nsmeHeHums. Ks11ouesom mertoa AJ19 TOUYHOro OL€HMUTDb THAXEeCTb 3aboneBaHunA.
ANarHo3a.



caAng 19

Y10 TaKoe OMoIICuad KOCTHOI'O
Mo3ra?

Bbroncna (NyHKLUKMA) KOCTHOro MO3ra — BaXXHbIA MeTOA, ANArHOCTUKM
MI3. MHorume poguTtenmn 6oatca 3TOM Npoyeaypbl — HO COBpEeMeHHas
MeAMLIMHA AieJ1aeT €€ MaKCMMAaJIbHO KOM®OPTHOM ang pebeHka.

Kak npoBoaurcs YTo cmoTpAar
CneumanbHom urnom bepértca K/s1eTOUHOCTb KOCTHOIO
obpaseL KOCTHOro mosra ms Mo3ra (MHOro i maso
TAa30BOM KOCTH KJ1eTOK)

lNMpoueaypa npoBoaMTCA Noa, Hannune onbposa (pybyoson

aHecTe3men — pebEHKy He TKaHH)

6onbHO KonnuectBo 6/1aCTHbIX KJ1€TOK
3aHMMAEeT 0KOJI10 20-30 — AOJIXKHO 6bITb MeHee 20%

MWHYT



C/IAVL 20

BaXXHOCTh reHeTU4YEeCKOro aHasin3a npu MII3

feHeTMYeCKMMA aHaJIN3 — 3TO He MPOCTO <«<AO0MOJIHNTEsIbHOE 06CcNneaoBaHME>>. ITO KJ1I0Y K TOYHOMY AMArHo3y, NpPorHo3sy v
BblOOpy NleyeHms.

oW Q
> N g%
[MogTBEpAUTL JHUATHO3 Onpeje/INTh NIPOrHO3 [IpoBepUTH POJCTBEHHUKOB

O6HapyxeHHaa myTaumsa (JAK2, CALR, HekoTtopble myTaLum cefi3aHbl c boniee  Okono 22% peten ¢ MIN3 nmeror
MPL m gp.) noaTeepXpaeT AMNArHos arpecCUMBHbIM TeYeHMueMm. 310 HacJ1eACTBEHHbIE reHeTUYecKme
MI13 n nckniovaer gpyrme nomMoraeT Bpauy onpeaesintb TaKTUKY. U3MeHeHusd. UHorga ctout
3aboseBaHMA. obcnepoBaTb M CeEMbIO.



JIEUEHUE

Jleuenue MII3 y aeten

B 3TOM pa3gesie — 0 noaxoAax K Jie4ueHUIO passinuHbixX dopm MI13: ot
HabsnloaeHna Ao TPaHCMJIAaHTALMM KOCTHOIO MO3ra, a TakXxe 0
BO3MOXXHbIX OCJIOXKHEHMUAX.




Kak s1euyat MII3 y aereii?

JleueHne MIN3 — nHanenayasnbHoe. OHO 3aBUCHUT OT ®OpPMbI 3ab601eBaHUSA, YPOBHS KJ1€TOK KPOBU, HAJINUNA CUMINTOMOB U
BO3pacTa pebeHka.

HaosropeHne JlekapcTBeHHas Tepanus TpaHcriaHTanusa

NMpn nérkom teueHnm bes [nga cHNXXeHNA KOJINYeCTBa KJ1eTOK MNMpw arpeccneHbiIX ®opmax (MM,

CMMNTOMOB. PerysisapHblie aHaJIn3bl KPOBU M MPODUJIAKTUKH NMMV®). EanHCcTBEeHHDbIN MeToA,

KPOBU Y BU3MUTDI K remaTtoJsiory. 0CJN10KHeHun (Tpombo3oB, OAIOLLL MM WWAHC Ha NOJIHOoEe
KpPOBOTEUYEHUMN). n3JsieueHme.

[ BaxHo: MHOrme aeTv c acceHLMaJIbHOM TPOMOBOLIMTEMMEN MOTYT He HYXXAaTbCSl B aKTUBHOM JIEYE€HMNMN — TOJIbKO B
HabsnopaeHvN.



caAnp 22

JledeHHe 3CcCeHIIMA/IBHON TPOMOOLMTEMHUHU Y eTeHn

Llenb sieueHna 3T — CHN3NTb PUCK TPOMOO30B 1 KPOBOTEY€HMM, COXPAHAA MPU 3TOM BbICOKOE KaueCTBO XXM3HM pebeHKa.

Korga HauuMHaKOT JieyeHue [IpenapaTtsl
OueHb BbICOKUM YpPOBEeHb TpombouunTos (6onee 1 000 Hunskue go3bl acCMMpUHaA — N9 Pa3XXMNXKEHNA KPOBU M
000) NPod®UJIAKTUKMN TPOomM6030B
CvmMmnTOMDI: ros10BHbIe 60211, HapylleHUs 3peHns f'MApPOKCMMOUYEBMHA — CHMXKAET KOJINYEeCTBO
NMepeHeCEHHDbIN TPOMOO3 UJIN KPOBOTEYEHME TpomboLnTOoB

Y peten JT uacrTo nporeKkaeTt Aob6poKaueCTBeHHO —
MPOrHoO3 XOpoLInMN.



G
JledeHHe NCTUHHOMN MOJIUIIUTEMHUHU Y

neTeun

Llenb neuenmna UM — cHN3NTb BA3KOCTb KPOBMU M NPEeAOTBPATUTb TPOMOO3bI.
NMoaxoabl OCHOBaHbI MPEMMYLLLECTBEHHO Ha OMNbITE J1IeY €HMUS B3POC/IbIX, TaK
Kak y aeteun Ul BcTpeuaeTcs peako.

KpoBonyckanue (¢p1e60TOMUA)

1 YpaneHne 4acTty KPOBU CHUXKAET KOJINYECTBO 3PUTPOLIUTOB M
BAASKOCTb. [IpOCTOM 1 30 ®EKTUBHDIX MeTOA NEPBOM JIMHUMN.
HuskKue 1036l acCnUpHUHA

2 Ana npoonnakTukm tpombo3os. HazHauaetcsa 60/1bLWIMHCTBY
nauwveHToB c UI1.

F'mapokcumMmoyeBUHaA

Ec/sin KpOBOMYCKaHWE HEAOCTATOUHO 3@ ®EKTUBHO. CHMXKaeT
NPOV3BOACTBO KJIETOK KPOBM B KOCTHOM MO3re.




TpaHcniaHTaAa KOCTHOIo Mo3ra

npu MII3

TpaHCNJIAHTaYMA reMono3TU4YecKnX CTBoJ10BbIX Ks1eToK (TICK) —
€AMHCTBEHHbIN MEeTOo 4, AAI0L MM LLAaHC HA NOJIHOE U3J1IeueHMe Npm
arneccueHbiIx monmax Ml 3.

Korza Hy>XHa TpaHCIJIaHTaLUA PesyiabraTsl npu OMMJI
bonee 50% peten c OMMJ1

IOBEeHWJIbHbIA M3J1eYMBAIOTCH Nocsie
MMEJIOMOHOLMTAaPHbIN JIEMKO3 TPaHCMJ1aHTaLUMW. JTO BHyLWaeT
(FOMMJT) peasibHYyI0 HaAeXAay.
NMepBnUYHbIN MHenoonbpos
(NMMO)
TaKEénoe TeueHme Apyrux
oopm M3

Kak 3To pa6oTaet

B0JZIbHOM KOCTHbIM MO3I 3aMeHSeTCH 340POBbIMHM AOHOPCKUMM
CTBOJIOBbIMM KJIETKAaMH, KOTOPbI€ HAYMHAIOT MPOMN3BOANTD HOPMaJibHble
KJ1I€TKU KPOBM.




YT0o TaKoe peaKuysa «TPaHCIJIAHTAT NPOTHUB xo3ssuHa» (PTIIX)?

PTIMNX — 0AHO N3 BO3MOXXHbIX OCJIOXKHEHUM NOCJ1e TPAHCMJIaHTAL MM KOCTHOro mo3sra. Ba>kHo 3HaTb 0 HEM 3apaHee, UuTOObI He 60ATbCA N
6bITb roTOBbIM.

Kak pa3sBuBaeTcs Kak npoduiaktupyror

[JoHOopCcKKMe KNeTKMU (TPAaHCMJ1aHTAT) HAUMHAIOT BOCNIPUHUMATDb NMMYyHOCYynpecCUBHbIe NpenapaTtbi: UMK/I0CMNOPHUH,
OpraHMsm nalueHTa (Xx03MHAa) KaK Yy>XepoaHbIN M aTaKyIoT ero. TaKpPoOJSIMMYC

Yale BCero nopakaroTcs KoXka, NeueHb U KULIey HUK. NMoa6op coBMmecTUMOro AoHopa

CoBpemeHHble meToabl 06paboTKM TPpaHCN/IAHTATA
CoBpemeHHaa meaMLUMHa Hay4 usiacb cnpaBaatbcsa ¢ PTIIX. Mpw
OcTpasi — BO3HMKAeT B Nepeble MecsiLbl CBOEBPEMEHHOM J1€4EeHMM 60JIbLUIMHCTBO NALMEHTOB YCMNELWHO

®opmsl PTIIX

XpoHnueckas — pa3BMBaETCS M03XKe, MOXET AJINTbCS r0AaMM Soddat Lt LR



NMPOIrHO3 N NOAAEPXXKA

/Ku3Hb ¢ MII3 1 mogaepKKa
ceMbH

B 3TOM 3aK/1l04MNTEJSIbHOM pa3aesie — O NPOrHo3e rnpv pasHbixX @opmax
MI13, o0 Heo6xoanmocCcTH HabslOAEHNA U 0 TOM, KaK POAMUTEJSIN MOryT
Jiyyie noaaepXxartb ceoero pebeéHka mn cebs.




KakoB nporHo3 npu MII3 y aerei?

MporHos 3aBUCHT OT ®opMbl 3aboneBaHuns. NMpun mHornx ®opmax MIN3 y aetern — 6onee 671aronprATHBIA, Y€M Y B3pOC/ibiX. PUCK TpPaHC®OPMAaLIMM B OCTPbIN JIEMKO3 Y AIETEN HMKE.

®opma MIN3 MporHos Tpebyet TICK?

dcceHumanbHaga Tpomboyntemnsa (3T) O6bIuHO 6n1aronprMATHbBIN, MHOIME XXUBYT 6€3 aKTUBHOIO Peako
NeyeHnsa

NUctnHHaa noamymtemns (UN) Ba1aronpuATHbINA NPY KOHTPOJIE U perynsapHom HabniopgeHmn Pepgko

MepBniHbIN Mnenodunbpos (MMO) CepbésHee, TpebyeT aKTUBHOrO JleueHUnA Aa

IOMMJ1 Tpebyet TICK. Bosnee 50% n3neumnsalorca Aa



CAng 27

Hy:KHO /11 NOCTOSTHHOE HA0JII0ieHHe IoCJ/Ie JIeYEHUA?

Oa, petn nocne MIN3 HyXXaaloTCAa B PeryZISpHoOM v A0JIrOCPOYHOM Habsl0AeHMKN. DTO NOMOraeT BOBpeMs BbISIBUTb
BO3MOXHbIE OCJIOXXHEHMS M NOo3AHMeE NOoCJ1IeaACTBUSA JIeUEHUS.

1§ O

I'emaToJuior KapauoJuior

PerynsipHbie BU3nTbl 1 aHaJIn3bl KPoBU. KOHTpPOJ1b KoHTpos1b cocTOsAHMA cepala — 0c06eHHO BaXkeH nocne
OCHOBHOI0 3a60/1€eBaHNA N BO3SMOXXHbIX U3MEHEHUMN. TPAHCIJIAHTALUMUWN UM AJINTEJSIbHOM TEpPanumm.

0 o

IHAOKPUHOJIOT IIcuxoJsior

KoHTposb pocTa, NoJ21I0BOro pasBUTUA U rOPMOHAJIbHOIO NMcmnxonornyeckasa noaaepxka pebeHka n cembou. NMNomolyb

6asnaHca Yy AeTen nocsie JieueHns. B afdNTaLlMnUN K XKN3HUAN C XPOHNYECKUM 3aboneBaHmem.



Y10 BaXKHO 3HATH poaAUTEIAM peoénka ¢ MII3

[naBHbIE BbIBOADI, KOTOpbIi€e NOMOryT BamMm OpneHTNpoBaTbCqd B CUTyalyumm U NIpNHNUMaATb B3BE€LWEHHDbIE pelleHNda BMmecTe C BpavuomMm.

1 M3 y AeTeH peAKHU, HO AMATHOCTUPYIOTCA BCE Yalle

bnarogaps reHeTHY €CKOMY TECTUPOBAHMIO BpPaum BCE TOUHee BbIABJAIOT 3TK 3a6on1eBaHuMA.

2 OcHoBHbIE dopmsi: AT, UII, IMP, IOMMLJI

Kaxpaa ®oopma nmeet CBOM ocobeHHOCTH, MPOrHo3 n noaxoAa K JieueHumio.

3 le/l‘-ll/ll-lbl — T€HETH4Y€CKHE MYTAallUU

MHoraa oHn BO3HMKAIOT €LLE A0 PoXAeHUS. DTO He BUHA POAUTEJIEN.

4 /INarHo3 CTaBUTCA KOMIIJIEKCHO

AHanmns KpoBu", NYHKLUA KOCTHOIo Mo3ra, reHeTu4eckKkoe tectuposaHme m Y3W.

5 Jleuenue — ot HAGJIIIeHUA A0 TPAHCIJIAHTALLUU

MeTtoa noabupaerca nHanBMAayanbHo. MHOrme AeTm XXMBYT NOJIHOLIEHHOM YXU3HbIO.

6 [IporHo3 npu MHOTHX pOpMaX — GJIATONPUATHBIN

PUCK TSAXXENDIX OCJIOXKHEHUN Y AAeTEN HUXKe, YeM y B3pocabix. Haaexxaa ectb.



—= —
Kakue Bonpochl 3aaTh Bpauy? | |

82777904

He 6oMTecb 3apaBaTb BONPOCbI — 3TO Balle npaso! Xopowwnn Bpay Bceraa

HAaUAET BpemMmsa 06bACHMNTD. 3anUiIUTE BOMNMPOCbl 3apaHee, YTo6bl HNYEro He
abhITHh HA NDhUENMe.

O AuarHose

Kakass nmeHHo ®oopma MIN3 y moero pebéHka?
Kakaa mytayua (JAK2, CALR, MPL nnu ppyras) ebisiBsieHa?

O s1eyeHUuu

Hy>XHO /1M aKTUBHOE J1eY eHMe WIN TOJIbKO HabnloaeHmne?
Hy>xHa 2in TpaHCnJ1aHTaLMAa KOCTHOro Mmosra?
Kakue aHaniM3bl caaBaTb M KaK 4acTo?

O oyaymem

KakoB NporHo3 B HallemMm KOHKPEeTHOM csiyvyae?
Kakue orpaHnuyeHuUs HY>XHbl B NTOBCEeAHEBHOM XXN3HUN?
ECcTb i ®OHADBI N/IM TPyNMNbl NOAAEPXKKU AJ19 cemen?




BMecTe MBI cipaBuMcs!

JAnarHo3 — He NMPUTrOBOP Ectb 3pPpeKkTrBHOE JIeUeHne

CoBpemMeHHas AMAarHOCTMUKa

No3BOJISIET MNOCTAaBUTb TOUHDbIN Npwn HeobxoanmocTn — ot
AnarHos. MHorve ®opmbli TabneToK A0 TpaHCMNJIaHTALMM
MI3 nmeroT 61aronpmATHbLIN KOCTHOro mosra. MeauuymHa
NPOrHos. He CTOMT Ha MecTe.

BbI He oAHU

Papom — Bpayuu, NCUXOJI0MM, ®OHADbI NOAAEPXKKHA N Apyrne ceMmbm,
npoweauue 31oT NyTb.

MuenonponmoepaTtuBHbie 3ab6oneBaHnA Yy AeTe — peaKoCTb, HO
OHM CyLL,eCcTBYIOT.  C HUMM MOXXHO XXMTb, JIeUUTbCA U nNobexxaaTb.




