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OcTpble muenounaHble nenkosbl (OMI):
KpaTkas nHcgpopmauma (AML)

1. YTO Takoe oCcTpbIN MNEeNoNaHbIU NEeUKo3?

OcTpbIvi MMENOnaHbIN NENKO3, KOTOPbIN COKpaLLEHHO Takke HasbiBatoT OMJ1 (no nepBbim BykBam
bonesHn), a MHoOrda MOXHO BCTPETUTb Ha3BaHWE OCTPbIA HeNUMGOONACTHLIN NENKO3 - 3TO
3nokayecTBeHHoe 3aboneBaHne KPOBETBOPHOW CUCTEMbI. BonesHb HauMHaeTcs B KOCTHOM MoO3re.
Haw xocmHbIl mo3e - 310 "chabpuka" pasHblx KneTok kpoBu. Koraa "saboneBaeT" KOCTHbIA MOS3T,
TO 3Ta "habpumka" BMECTO 340POBbLIX (BpayM roBOpAT O 3pesbixX KNeTkax) HadynmHaeT "BbinyckaTb"
OFPOMHOE KONMUYECTBO He3perbiX Genbix KNETOK KPOBW.

Korga yenoBek He OoneH, TO BCE KMNETKM KPOBM pacTyT U OBHOBAAOTCA OYE€Hb FAPMOHMYHO,
BC& npoucxoaut cbanaHcupoBaHHO. KneTkn KpoBu CO3peBaloT MOCTEMNEHHO, a cam npouecc
CO3peBaHNsA O0CTaTOMHO CIOXHBIN. Ho korga peGéHok 3aboneBaeT OCTpbIM MMenobrnacTHbIM
newnko3om, To ectb OMJ1, TO Npouecc co3peBaHNa NOMAETCH NOMTHOCTLIO. benble KpoBsAHbIE TENbLA,
TO ecTb Jielikoyumbl, BOPYr NEepecTaloT co3peBaTb NOMHOCTBIO M HE AOpacTaloT OO NMOMHOLEHHbIX
paboumx knetok. Bmecto 3TOro OoHM HaumHalT GbICTPO M BECKOHTpOnbHO Aenutbesa. Pabota
CUCTEMbI KPOBETBOPEHMS BCE Oonblie AaéT cbou: GomnbHble KMETKU BbITECHAKT 300pOBbIE U
3aHMMaloT X MECTO B KOCTHOM Mo3re. Y BonbHoro pebéHka He XBaTaeT HU 300POBbIX JTIENKOLMTOB,
HW KPaCHbIX KNETOK KPOBU (3pumpoyumoB), HA KPOBSAHbIX MAACTUHOK (mpomMboyumos).

MMeHHO nosToMy y AeTen MOryT MOsIBNSITbCA MariokpoBue (aHemusi), pasHble MHAEKUMOHHbIE
OCNOXHEHMUS (UHGbeKYUS) U YacTble KPOBOTEYEHUS. U 3TO Te nepBble CMMNTOMbI, KOTOPbIE MOTYT
roBoputb 06 ocTpom rnenkose y pebéHka. Ho cama 6onesHb, OMJ1, yxxe ¢ camoro Havyana He
OrpaHNYMBaETCs KakOW-TO OHON aHAaTOMUYECKOW CTPYKTYpoW. 3 KOCTHOro Mo3ra OoHa yxoauT B
KpOBb, B NuMdounaHble TKaHu (fumgbamuyeckasi cucmema) N BO BCe gpyrue opraHbl. HaunHaet
HapyLaTbcs paboTa BCEX CUCTEM OpPraHoB, TO eCTb BCEro opraHunama. MimeHHo noatomy OMIJT, kak n
BCE ApYyrve BUabl NENKO30B, Ha3biBalOT CUCTEMHOW 31TOKAa4YE€CTBEHHOM DOMNe3HbIo, TO eCcTb 6onesHb
BbIBOOUT U3 CTPOSI BECb OPraHn3M Kak CUCTEMY.

OMI pacnpocTpaHsieTc Mo OpraHuMaMy o4eHb ObicTpo. Bes neyeHust nerikosHble KNeTKu
pacxoaaTcs Besae, He BcTpedan npenatcTeuii. OpraHbl, Kyoa OHWM nonanu, NepectatT HopMarnbHO
paboTaTb 1 B HUX HAYMHAIOTCA HOBbIE TSXKENble 3abGoneBaHusi. Ecnv neikos He NeYnTb, TO CMEpPTb
HacTynaeT Yepes HECKOMNbKO Heaenb Unu MecsLes.

2. Kak yacto Bctpevatorca OMJ1 y npeten?

Ecnu nocmoTpeTb Ha Bce BUAbI /1eliKO30B Y AETel U NOAPOCTKOB, TO OCTPbIe MUeNonaHble Nenko3bl
3aHMMatoT BTopoe mecTo, noutn 20%. To ecTb cpean Bcex hopM paka y AeTer U NoAPOCTKOB 3TO
coctaBnset 4 %. Mo cratuctmke B l'epmanum B [letckom PakoBom Peructpe (r. MaiHu) exerogHo



4,

OcTpble MuenounaHele nevikosbl (OMIT): kpaTkas nHdopmaums (AML) cTpaHuua 4

pernctpupyetcs okono 90 geten n nogpocTkoB B Bo3pacTe oT 0 fo 17 nert, BnepBble 3a00neBLUmMX
OMI1.

3abonetb OMJ1 moxHO B nobom BospacTe. Yalle Bcero GonetoT noxunble nogn. Y geten u
NOAPOCTKOB OCTPbIA MMeNnobnacTHbIA nerko3 Hanbornee 4acTo BCTpPeYaeTcsl y rpyaHbIX AETEN U
aeten oo AByx net. CpegHun Bo3pacT 3aboneBlumx geten coctaenset 7 net. Mansdmku 6onetot
HEMHOrO Yallle, Yem 4eBOYKM (COOTHOLWEeHue nonos 1,1 : 1).

Kakue 6biBatoT oopmbl OMI1?

Korga peGéHok 3abonesaeT OMJl, TO 3TO 3HAYMT, YTO B OpraHU3Me Mpou3oLnia MyTauus
(3nokayecTBeHHOEe U3MEHEHMWE) He3penbiXx MUENouAHbIX KNeTok [kremka). Korga mbl roBopum
O HespernbIxX KneTkax, Mbl UMEeM B BWUAY CIMeOosioeble K/IemKu B CUCTEME KPOBETBOPEHWs. WX
ellé HasblBaloT 2eMoroamuyeckue cmeosiossie Kiemku. IMeHHo 13 Hux (B 3aBMCUMOCTU OT
TUMNa CTBOTOBOW KINETKN) HAUYMHAOT BblpacTaTb onpeaenéHHble Buabl NEVKOLUTOB (2paHyiouumsi,
MOHOUUMbI), 3PUTPOLUTLI MU TPOMBOLUTI.

Korpa pebérok 3abonesaet OMJ1, To YalLie BCEro IOMaKTCsi HeE3perble KNETKU-NPeaLeCTBEHHNKN
Benbix KNeTok KpoBW. JATU KMETKU HasbiBaloTcA Muenobnactbl. XoTs B MpUHUMME CRomaTtbcd
MOXET ntobasi kneTka-pogoHavanbH1La abcontoTHO BCEX MUENONAHbIX KNeToK. Hanpumep, moryTt
MYTMPOBaTb KMNETKN-MPEeALLECTBEHHMKN, U3 KOTOPbIX NMOTOM CO3PEBAalOT KPaCHbIE KMNETKM KPOBU U
TpOMOOLUTbLI, UNK BOOGLLLE MOTYT MYTMPOBaTL 06LLME KNETKU-pOAOHaYarnbHUKN. 3roKkavyecTBeHHas
MyTauuss MOXeT nNpou3onTM abCcomTHO C nbbiM TuNom knetkn. Kpome TOro, knetka-
NpenLWwecTBEHHUK MOXET MyTUPOBaTb B abOCOMOTHO M0G0 MOMEHT CBOEro pocTa (Co3peBaHus).
MMeHHO nosToMy CyLLecTByeT MHOro pasHbix popm OMIJ1 (Hanpumep, MMenobnacTHLIN NENKo3,
MOHOOMACTHBIN NENKO3, apUTPOONACTHLIN NENKO3, MerakapuoLMTapHbIA NenKos, Takke ObiBarT
CMeLLaHHble OOpMbl).

B 3aBucumocTM OT  TOro, Kak fenKko3Hble KNETKM BbIMSAAAT N[04 MUKPOCKOMOM
(yumomopgponoeuyeckuli aHanu3), no ®PpaHko-AmepukaHckon-bpuTaHckon knaccudmkaumm
(FAB) OMJ1 penat Ha BoceMb OCHOBHbIX hopMm. PaHblie ata knaccudpmkauns OMIT asnsnace
BaxkHoW. CerogHsa knaccudmkauma FAB Bcé dawe 3ameHsieTca Apyron - Kraccugbukauus
BO3. OHa y4nTbIBaeT He TONbKO LMTOMOPAONornyeckne ocobeHHOCTN MyTUPOBABLUMX KIETOK,
HO W UMTOreHeTu4eckne [yumoeeHemu4eckul], N MONEKYNApHO-TEHETUYECKNE [MOMIEKyIspHO-
2eHemu4eckuli] ocobeHHoCTH.

BaxHo 3HaTb: 6biBalOT pasHble dhopmbl Unn noasapuaHTel OMJ1. Mexay cobow oHM MoryT
CUNbHO OTNMYaTbCs. BbonesHb MOXeT mpoTekaTb COBEPLUEHHO MO-APYroMy MW LUAHCbl Ha
BbI30OpPOBMeHMe (Ha A3blke CneunannucToB - NPOrHo3) Toxe pasHble. Korga Bpaym pelatoT, Kak
UMEHHO OHM ByayT ne4nTb 6onbHOro pebéHka, oHM 0653aTenbHO YyUUTLIBAKOT BCE PasfNymnS U
crneundumky.

Nouyemy getmn 3abonesatotr OMJ1?

HvKkTO TOYHO He 3HaeT, novyemMy AeTu 3aboneBaroT OCTPbIM MUENoMaHbIM nenkosom (OMI).
MN3BecTHO, 4TO pebEHOK 3aboneBaeT, Koraa elé He Co3peBLUasi MUenouaHas Kaemka HadMHaeT
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3I10Ka4YeCTBEHHO M3MeHATbes. C aTux nospe>|<,quvu7| Ha4YMHaeTCA reHeTnvyeckaa Mytauma KneTku.
Ho valle Bcero octaércsl HEMOHSATHbLIM, noyemMy npou3oLLsin reHeTn4eckme naMeHeHusa, n novemy
OOHW OETU C TaKUMKN N3MeHeHsaMM 3abonenu, a apyrue - Her. CerogHs y'~IéHbIe roBopAT O TOM, YTO
eCnn ogHoBpeMEHHO coBMnasnmn HeCKOrnbKO reHeTU4eCKnxX N3MEHEHWI, TO BO3HUKAET NENKO3.

N3BecTHO, YTO y AeTel U NOAPOCTKOB C ONpPedenéHHbIM BPOXAEHHBIM WU MPUOGPETEHHBLIM
ummyHogedununutoMm [0epekmsl UMMyHUMema], Wnn ecnu Yy HUX ecTb OnpeaenéHHble
XPOMOCOMHbIe OTKMOHEHUs, eCTb MOBblIWEHHas MpPeapacnonoXeHHOCTb 3aboneTb OCTpbIM
MuenobnacTHblM NENKO30M. TakMMuM HacnegcTBeHHbIMM 3aboneBaHuAMW, KOTOpble MOryT
OKa3blBaTb BnusHWe Ha nosienexHue OJJ1, aBnswoTca, Hanpumep, cuHOpom [ayHa vwnu aHemus
®aHKoHuU, cuHOpom briyma, Helipoghubpomamos n ceMenHas MOHOCOMUS 7. TN HacNeaCTBEHHbIE
Hone3Hn cneunanncTbl Ha3blBalOT Hacs1edcmeeHHbIe Oryxosiesbie CUHOPOMbI KaK pa3 u3-3a Toro,
YTO OHW ABMAAKOTCH Kak Obl "CMyCKOBbIMW MexaHum3mamu" Ans nosiBieHus pasHbiX hopM paka.
Takke onpegenéHHoe BNUsHWE Ha TO, YTO HaYMHAETCs NEenKo3, MOryT OKasblBaTb paduauyus wn
PEHM2eHOBCKOE U3/Ty4YeHUe, HEKOTOPbIE XMMUYECKMEe BeLLeCcTBa U MeaukaMeHTbl, ynoTpebneHve
poaoutensmMu Tabaka 1 ankorons, a Takke onpeaenéHHble aupychl. Ho y 6onblumHCTBa 3aboneBLumx
AeTen BCé paBHO HEBO3MOXHO CKa3aTb, YTO MMEHHO CTano NpuYnHON 6onesHu.

Kakue 6bIBalOT CMMNTOMbI O0Nne3Hn?

MepBble cumMnmMombl, C KOTOPbIX HaYMHaeTca nevikosd (OMJ1), yawe Bcero nosensaTCs BykBanbHO
3a HECKONbKO Hederb. JTO MPOMCXOAWUT MOTOMY, YTO JIEMKO3HbIEe KIETKM Ha4YMHAT 3anofiHATb
KOCMHbIU MO32, a Takke Apyrve opraHbl U TKaHu B opraHu3me. PakoBble KNeTKU MpodornkaroT
OennTbCs B KOCTHOM MO3re, He BCTpeYas HUKakux npenaTtcTemin. [oaToMy KOCTHbIA MO3r 6onbLue
He MOXeT "BblNycKaTb" HOpPMarnbHbIe KNETKM KPOBW B HY>KHOM KONUYeCTBe.

Moatomy 4awle Bcero, 4TO 3amedvaroT poautenu y 3aboneswero OMJ1 pebéxka, aTto obwine
CMMNTOMbI DONE3HEHHOro COCTOsIHUA. [leTu BAnble, bneaHble (aHEMUS) N HE XOTAT urpatb. Takoe
DonesHeHHOe COCTOsIHME NMPOUCXOAUT M3-3a TOro, YTO B OpraHM3Me He XBaTaeT apuTpoumToB. A
WMEHHO OHW NEPEHOCHT KUCIOPOA KO BCEM KINETKaM opraHnama. M3-3a Toro, 4to pebEHKy HaunHaeT
He XBaTaTb 300POBbIX OenbiX KNETOK KPOBU (Hanpumep, JumM@ouyumoB U epaHyoyumos), ero
opraHuam fonblle He MOXET HOpMarnbHO BOpPOTLCH C pa3HbiMK BO3byauTenamu GonesHen. [detn
HaunHaloT BoNeTb pasHbIMU UHGEKUUSMUN, YacTo C BbICOKOW TemnepaTtypon. A us-3a TOro, 4To
CTaHOBUTCS Masio TpoMBOLMTOB, KOTOpbIE OTBEYatoT 3a ObICTpoe ceépmbigaHue Kposu, y pebEHka
MOTYT BbICbINaTb Kak Obl TO4EYHbIE KPOBOU3MUSIHWUS HA KOXE M HAYMHAKOT KPOBOTOUUTL CIIN3UCTbIE
06OMNOYKM.

Korga B opraHvame nerKko3HbIX KIIETOK CTaHOBUTCS GOrblue, TO MEHSIIOTCSt He TOSbKO noKasaTenm
B aHanu3ax KpoBW. Y [eTell MOSIBMSATCA HOBble Kanobbl, ecrnv pakoBble KNeTKU rnonagawT B
pa3Hble opraHbl. Hanpumep, Korga nenkosHble KNeTky NpodorhkatoT pacTi B MOSIOCTSX KOCTEN 1 B
KOCTHOM MO3re, TO Yy IeTel Npexae BCero HauymHatoT 6orneTb pyku 1 Horv. Bonu MoryT 6bITb Takumm
CUJIbHBIMM, YTO Masbily BOOOLLE MEepecTalT XOAMTb M MPOCATCS Ha Pyku. Takke renkosHble
KNeTKM MOryT MonacTb B MeYeHb, B Cene3éHky U B siumgpamuydeckue y3nbl. OHU Tam Kak Gbl
oceparoT, pacTyT aanblie. A opraHbl, Kyga nonanv onyxoneBble KIeTku, HauMHalT oTekaTtb. W
Torda IeTU MOTYT XarnoBaTbCs, HanpuMep, Ha 6onu B xuBoTe. Mo 6onbLLIOMY CHETY HUKaKOW opraH
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Hallero opraHvMama He 3aluLEéH OT NIENKO3HbIX KINETOK. PakoBble KNETKM Takke MOryT MPOHUKaTb
B M03208bie 0boso4yku. Ecnn ato npomsowno, To y 3abonesLuero pe6éHka MoxeT 6oneTb rofnosa,
MOXET MOSABUTLCA Napanuy NIMLEBOro Hepea, pe0EHOK NepecTaéT XopoLLOo BUAETb /NN ero pBET.
Takke ObIBaeT, YTO y AETEW HA KOXKE WUIM Ha CITU3NUCTLIX NOSBNSATCA N3BMEHEHMS, KOTOPLIE Bpayn
Ha3bIBalOT OMYXONEBUAHBIMU U3MEHEHUSIMMU.

HasoBém camble Ba)Hble CUMMNTOMBI:

OueHb YacTo (To ecTb OHM ObIBalOT y Gonee, yem 60 % 3aboneBLIMX OeTen):

*  YTomnsiemoctb, obuwas cnabocTb W cocTosAHWe "Hudero He xodetcs", 6onesHeHHoe
camo4yBCTBUE

» brnegHas koxa, T.K. Mano apuTPoOLNTOB (aHEMUST)

* Bebicokas Temnepatypa wwunu 4YacTtble WHGEKUMM, NOTOMY YTO Maro JenKounToB
(HedmponeHus)

»  BonuTt XnBOT N HET anneTnTa (M3-3a TOro, YTO YBENUYMITUCE CENE3EHKA U/UIN NEYEHb)
JocTaTo4yHo YacTo (To ecTb OHM ObIBaloT y 20 o 50 % 3aboneBwnx geTen)

» [osiBnAeTca KPOBOTOUMBOCTb, XOTS HET KAKMX-TO BHELLIHWUX BO3OENCTBUN, U 3TN BO3AENACTBUS
MUHUMarnbHble. Hanpumep, HauMHaeT KPOBOTOYUTb HOC W/WMNKN OECHbI, U 3TN KPOBOTEYEHUS
yoaéTtcs ¢ TpyooM OCTaHaBnuBaTbh; MOSABNATCA "GECnpUYMHHBIE" CUHSAKW UMM ManeHbkue
TOYEYHbIE KPOBOU3MNUSHUS HA KOXe (Ha S3blke CMeLmarnucToB - METEXUN); PEXE BCTpeYvaeTcs
KpOBOU3NUNSIHWE B MO3T

* YBenuyeHHble umMgpamuydeckue y3sbi, HanpuMmep, Ha Wwee, No4 MbllLKamMn v B naxy
» bonat kocTn u cyctassbl
Penko (To ecTb oHM GbiBaloT y meHee 20 % 3aboneBlnx aeTen)

« Bonwut ronosa, HapyLlaeTcs 3peHne, NOABMSIETCS PBOTA, HE ABUralTCs NULEBbLIE HEPBLI (ecnu
NENKO3HbIE KMETKM MoNanu B LLEHTparnbHyo HepBHY0 cuctemy, LIHC, To MOryT napann3oBaTbCst
YepernHoO-MO3roBble HEPBbI)

« 3aTtpygHsieTcs abixaHue, NosiBNsieTcs odbllKa (Hanpumep, ecnu y pe6éHka auneprelikoyumos)

* [loaBnAlTCa M3MEHEHNSA Ha KOXe U XIOpOMBbI (B 9TOM Clly4ae Bpayun TakKkKe MOryt roBoputb
0 muenobnactome unu MuenougHom capkome). To ecTb PaKkoBbl€ KIETKM He pacxoadaTcda no
opraHn3my, a CKkanjmBarTCA B KOXe, B J'IVIM(baTVI‘-IeCKI/IX y3nax unn B KOCTAX, MHOIrOa BOKPYT
rnas. N atu onyxonesnaHble UBAMEHEHUA ObIBalOT 3€MEHOrO LBETA, MHOrAA C FOJ'Iy6bIM OTTEHKOM

* Ha pécHax nosiBnstTCSa HApOCThl (Bpayu roBOPAT O rMNepTpodunn TKaHen OecCHbI)

* Y Manb4mMKoB MOXET ObITb yBeNn4eHo O4HO ANUYKO, UIn cpasy oba



é" OcTpble MuenounaHele nevikosbl (OMIT): kpaTkas nHdopmaums (AML) cTpaHuua 7

Mone3Ho 3HaTtb: y getert ¢ OMJ1 mMoryT ObiTb COBEPLUEHHO pasHble CUMMNTOMbI. B kaxgom
KOHKPETHOM Crlydae OHM NPOSABIAKTCA UHOUBMAYanbHO. BaxkHO noHMMaTk, 4YTo ecnu y Bawero
pebéHka eCcTb OOWH, UNN Oa)ke HEeCKONbKO CMMMTOMOB, TO 3TO €Lé He 3HA4uT, YTo pebEHOoK
3abonen nenko3oMm. MHoOrme CMMNTOMbI, KOTOPbIE €CTb B CMWCKE, MOSBMSKTCA MpU OPYrux
BGonesHsx, CpaBHUTENBHO MEHEE KOBaPHbIX. M1 OHU HE UMEIOT HNUKAKOrO OTHOLLEHUS K NENKO3Y.
Tem He MeHee Mbl peKkOMEHAyeM Kak MOXHO ckopee obpaTuTbCH K Bpadvy, YTOObl BbIACHUTb
TOYHYHO MPUYUHY, Novemy y pebGEHka MOSIBMIMCL KakMe-TO Xamnobbl. Ecrniv gnarHos octporo
nenko3a NoATBEPXOAETCH, TO HAYMHATL NIeYMTb O0NE3Hb HY)KHO MakCumarbHO ObICTpO.

6. Kak AMarHocTnpyrotca ocTpble MUenonaHble
NeukKo3bl?

Ecnu B uctopumn 6onesHn (aHamHe3) n Nocne Hapy>XHoOro 0OCMOTpa [HapyKHbIU ocmomp] y neguaTpa
NosIBNSIETCA NOA03PEHME Ha OCTPbIV NIENKO3, TO CHa4Yana Bpayvy Hy>HO NOCMOTPETb Ha pe3ynbraThl
pas3BEPHYTOro aHanmsa kposwu. Ecnv no aHanu3am KpoBM NOL4O3PEHME Ha NENKO3 ycunueaeTcs,
TO ANsi NoaTBepXAeHus gMarHo3a y pebéHka obasatenbHO Hago AenaTb aHanu3 KOCTHOro Moasra
(nyHKyus KocmHo20 Mo3ea). [Ing aToro, a Takke Ang Apyrux AONOMNHUTENbHbLIX UCCNEAoBaHUN Bpay
HanpaBsnsieT peGEHKa B KITMHUKKY, KOTOpas cneunanmanpyeTcs Ha nedeHun paka n 6onesHen Kposm
y AeTel 1 NOAPOCTKOB (KNUHMKA AETCKOW OHKONOMUN U remMaTtornorun).

6.1. Kakue Heob6xoanMbI aHanNU3bl KPOBU U KOCTHOrO Mo3ra?

Mo aHanmM3aMm KpOBW M KOCTHOIO MO3ra MOXHO TOYHO cKasaTb, 3abonen nv pebEHOK NeNKo3oM,
M ecnu ga — TO KakMM MMEHHO BMAOM nenkosa. Takve nabopaTtopHble uccregoBaHus Kak
yumomopgbosioaudeckul, UMMYHOIo2U4eCcKUl N 2eHemuYecKul aHann3 garwT UHopMaLnuio He
TONMbKO O TOM, Kakoh MMEHHO BUA Nnenkosa y pebéHka (Hanpumep, ato OMI nnn OJ1J1). Bonee
TOro, Mo pesyrnsratam 3TUX UCCreaoBaHui BpauM MOMyT TOYHO CKasaTb, KAKOW MMEHHO BapuaHT
OMJ1 oHu Hawnu y pebéHka. Bes 3TOro HEBO3MOXHO TOYHO ChnaHupoBaTb Tepanuio. Kak
nokasblBaeT NMpakTuka nevyeHuss bonesHu, pasHole BapuaHTel OMJ1 otnuuatoTcs gpyr oT gpyra
Ha KNEeTOYHOM W MOMEKYMAPHOM (MOMeKynspHbIU) yposHe. NMpu aTom cama 6onesHb npoTekaet
y OETel COBEPLUEHHO MO-pasHOMY. Takke eCTb pas3HMua B TOM, HACKOSbKO BbICOKM LUAHCbl Ha
BbI34OPOBMEHNE (MPOrHO3) U HACKOIbKO KOHKPETHBIN BMA NENKOo3a YyBCTBUTENEH K Tepanuu.

6.2. Kak nccnegyrot nemkos B apyrux opraHax?

Kak Tonmbko gmarHo3 OMIJ1 nogTBepgounu, TO npexae YeM COCTaBMsaATb MNNnaH JeyvyeHus,
crneunanuctaMm Hago 3HaTb, YCNenu JNEWKo3Hble KNETKM YWTW B OpPYrMe opraHbl, Hanpumep,
B TOMOBHOW MO3r, MeYeHb, CEne3éHKy, JsiumMebamuyeckue y3rbl, B KOXYy wnM B Koctu. Unm
NeNKo3Hble KIETKM pacTyT Moka TONMbKO B KOCTHOM Mo3re. bonee To4Hyl MHoOpMauuio
[aét OuasHocmu4Yeckasl gusyanusayusi, Hanpumep, yrbmpasgykoeoe uccnegosaHue (Y3U), un
peHmezeHoBckoe. Ecnv ecTb gononHuTenbHas HeobxoouMOCTb, TO Takke AenarT cCHUMkM MPT
(MaegHUMHo-pe3oHaHcHasi Tomorpadumsi) n/unu cinmkm KT (komrbromepHas momoepaghusi). Ytobbl
y3HaThb, ywna nv 6onesHb B LLEHTPanbHY HEPBHY CUCTEMY (TO €CTb B FOSIOBHOM U CMUHHOW MO3r),
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OepyT Npoby CMMHHOMO3rOBOW XUOKOCTU (/romMbaribHas nyHKyus). E€ ncenenyroT cneunanucTbl n
ULLYT TaM NENKO3HbIE KMETKU.

6.3. Kakyro AMarHoCcTUKy Hao BbINOJIHUTL 40 Havana
neyeHuna?

Mepen neyeHnem 'y pebEHKa nNpoBepsAloT, kak paboTaeTr cepaue  (BbINOMHsSETCA
anekmpokapduoepamma, OKI un axokapduoecpamma, IxoKI) un kak paboTaeT ronoBHON
MO3r (BbINOMHAETCA anekmposHueganozpamma, O3lN). Takke cneumanuctbl AenakwT MHOro
nabopaTopHOi OuarHoCTUKK, NpoBepsis obllee cocTosHMe paboTbl opraHnama. To ecTb OHM
CMOTPSAT, KaK Iewnko3, BO3MOXHO, MOBMAMAN Ha paboTy HEKOTOpbIX OpraHoB (Hampumep, Kak
y pebGéHka paboTatoT MoYkM unm nedveHb). Minn y pebEHka, BO3MOXHO, MOSIBUNINCH Kakue-TO
HapyLLleHusi oOMeHa BeLecTB (MeTabonuyeckMe HapyLleHnsl) U Ha 3TO Hago 00paTUTb BHUMAHNE
He TONMbKO [0 feYeHnsi, Ho N 0coBeHHO BO BpeMsi NiedeHus. Korga Bpayuum 3HatoT, kakve aHanu3bl
Obinn y pebGéHka OO0 NeyeHus, OHM MOryT Nydle MOHWMaTb Te€ W3MEHEHWsi, KOTopble MOryT
NPOM30WTU B OPraHU3Me BO BPEMS JIEYEHMUS, @ 3HAYUT OHM MOTYT JyyLle OLEHMBATb CUTyauuto B
uenoM. YuutblBasi, YTO BO BPEMS fe4YeHNsi, BO3MOXHO, NPUAETCA Aenatb repenugaHue Kpoeu, Yy
peb&Hka 0bs13aTenbHO 3apaHee yCTaHaBNUBAKOT rpynny KPOBW [2pyrina Kposul].

Mone3Ho 3HaTb: He BCe 13 Ha3BaHHbLIX aHANN30B 1 UCCIeA0BaHUI 00s3aTenbHO HEOOXOANMBI
KakaoMmy peb&Hky. Balum nevaiyme Bpayum pacckaxyT, KaKyto MMEHHO AMarHoCcTUKy Heobxogmmo
coenatb Bawemy pebéHky, 4ToObl ONTMMAanbHO CMaHMPOBAaTb €ro NievYeHue.

Kak cocTtaBnsloT nnaH neyeHna?

Mocne okoHYaTeNbHOro AuMarHo3a COCTaBMSAT MnaH feveHus. YTobbl cocTaBUTb MakcUMarbHO
WHOVBUOYANM3MPOBaHHYO NporpaMMy fevYeHusi, cneumanbHo nogobpaHHyt Ans KOHKPEeTHOro
nauueHTa (puck-aganTUpoOBaHHas Tepanusl), KOMaHOa feyawmx Bpadyei [OofKHa YyduTbiBaTb
onpegenéHHble hakTopbl. DTN haKTOPbI BAUSIOT Ha Mpo2HOo3 6one3Hn y KOHKPETHOro pebéHka (Tak
HasblBaeMble NPOrHocTMYeckmne hakTopbl’ Mnmn dakTopbl pUcka).

BaxHble nposHocmuuyeckue ¢pakmopbl — 310, B TOM uucne, noasua OMIT (modpobHee cm.
8 yacmu o c¢hopmax OMIJT), Hackonbko 6omnesHb yXe ycnena pasovuTUCb MO OpraHM3My Ha
MOMEHT MOCTaHOBKM AmarHo3a u kak OMJ1 oTBevaeT Ha neyeHwe xmmuoTtepanuen. TouvHas
NH(OPMAaLMS O KOHKPETHOM TUME NENKO3HbIX KNETOK NOMOraeT NOHATb, HACKOIbKO PAaKOBble KNEeTKW
YyBCTBUTENbHbI K XUMWOTEpanuu [xumuomeparusi] 1 noka Kakomy TepaneBTUYECKOMY MnaHy
Hago neuntb pebéHka, 4Tobbl MMHMMUN3NPOBATL PUCK peumamea. CTeneHb PpacnpoCTPaHEHHOCTU
Bone3Hn No opraHn3My u OTBET Ha flevyeHve BMMSIT Ha pelueHVWe Bpayven, HyXHbl N MOMUMO
XUMMOTEpanuu SOMNONHUTENbHbLIE METOAbI NTeYeHUs (Hanpumep, KpaHuansHoe obsyyeHue ronosbl,
UNn 8bICOKOOO3Hasi Xxumuomeparusi, Nnocfne KOTOPOW OenaeTcs mpaHcriaHmayusi cmeosiosbix
Kriemok), 4Tobbl yNyyLnTb WAHChI Ha BbI3JOPOBIEHME.

Bce aTn chakTopbl Y4NTLIBAKOTCS NPY COCTaBIEHUN MaHa NiedeHuns], YToObl B KaX40M KOHKPETHOM
cnyyae nony4mTb MakCuManbHO 3EKTUBHBIN pe3ynbTaT fiedeHust. To ecTb B KaXKA0M KOHKPETHOM
crny4yae nHaMBuayanbHasi cUuTyauust ¢ 6onesHbo ABNSETCA OCHOBHOM, Koraa 3abonesLuero pebéHka
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BHOCAT B ONpeaenéxHHyo TepaneBTUYeckyto rpynny. Ha cerogHsWwHWiA AeHb NauneHToB OensT Ha
TpW rpynnbl pycKa: rpynna ctaHgapTHOro pycka, rpynna cpegHero pucka v rpynna BbICOKOro pucka.
Bonee nodpobHyto uHghopMayuro 0 NaHUpPOo8aHUU JIeHEHUsT oKa MOXHO IpoYyumams mMosbKo Ha
HeMeUuKoM si3bike 30ecCh.

Kak ne4yaTt octpble MmenouaHble Neukosbl?

Oeten ¢ octpbiM muenobnactHbiM nerikozom (OMJ1) Hago HauvHaTb NEeYUTb MaKkCUMaribHO
ObLICTPO B KNMHUKE, KOTOpas chneunanuanpyeTcs Ha fneyvyeHun paka y pgeTen (Oetckui
OHKOMOIrMYECKNI LIeHTP/ KNMHMKA AEeTCKOWM OHKONOMMM 1 remartornorun). B Takmx knuHukax cobpaHsi
crneumanucTbl Bbicovanilen Keanudukaumm (Bpadm 1 gpyron MeauumMHCKUA NepcoHarn), Kotopble
cneumanu3npyoTcs UMEHHO Ha NeveHnmn pasHbix opm paka y aeten n nogpocTtkoB. OHM paboTatot
Mo caMbIM COBPEMEHHbIM NporpamMmmam Tepanum (npotokonam). B Takux 6onbHMLax Bpayn pasHoro
npocunsa BxoasT B pabouyne rpynnbl. Bce cneumanncTbl TOCTOSHHO HAXOASTCA B TECHOM KOHTaKTe.
BmecTe oHM cOCTaBNAT NMnaHbl neveHus, obcyxaatoT 1 BeayT CBOMX NauneHToB. Bee nporpammel
Tepanuun perynspHo ycoBepLUEeHCTBYIOTCA. Llenb - gatb MakcumMarbHO 3ddeKTUBHOE feveHne u
OOHOBPEMEHHO CHU3UTb PUCKM NO3OHNX OCIIOKHEHWN.

8.1. Kakme 6bIBaloT metoabl nevyeHusn?

K mMeTogam neyeHus ocTporo MMernonaHoro fekosa OTHOCATCS XMMUOoTepanus, TapreTHas
Tepanusi, ny4yeBas Tepanus (PeOKO) M BbICOKOAO3Hasi XMMUOTepanusa C MnocrneayoLwen
TpaHcNMaHTauuen CTBONOBbIX KNETOK (TpaHCnnaHTaumMs KOCTHOrO Mo3ra).

*  XumMuoTepanua: OCHOBHbIM BUOOM fleYeHUst AeTen C OCTPbIM MUenonaHbiM nenkosom (OMI)
ABMAETCA UHTEHCUBHASA XuMuomeparus. XMMuoTepanus - 370 fie4eHne npenaparamMu, Kotopble
GNoKMpYIOT POCT KMeToK (cneuuanucTbl HasbiBalT Takue npenapatbl yumocmamukn). Kak
npaBwio, OOMH TaKoOW MpenapaTt He MOXeT yOuTb BCe onyxoneBble Knetku. Moatomy Bpaum
paboTalT ¢ KOMOMHALMSAMWN M3 pasHbIX LUTOCTATMKOB, KOTOPbIE MO-pasHOMY OEWCTBYHOT Ha
pakoBble KNeTKM (Korga cneumanucTbl FOBOPAT O Kypcax MoNMxXumuoTepanuu, TO 3T0 U eCTb
KOMOMHaumm umntocTatukoB). U Takmm obpasom MOXHO MakcumanbHO adeKTUBHO 60poTbCs
C NENKO3HBbIMW KIieTKamu.

*+ Ocob6ble cxeMbl XumuoTepanuu AnNA AeTen ¢ cuHApoMoM [layHa M AeTten C
NPOMMUENoLMTapPHbLIM JIEMKO30M: ecnin Yy pebéHka ecTb cuHOpom [layHa, TO OH Mnony4vaer
MEHee WHTEHCUBHbIE KYpCbl XMMMOTEpanuu, Yem Bce ocTanbHble. [eTu C  ocTpbiM
NPOMMENOLUMTaPHbIM FTENKO30M (3TO BapMaHT OCTPOro MUENOWAHOTO fenKo3a, ero COKpaLLEHHO
HasbiBatoT OlJ1, Takke NpPUHATO MexayHapogHoe obo3HadeHve M3) BooOuie MoryT He
nomnyyaTtb KypCbl XxvMuoTepanui. BmMecTto uutocTatvkoB OHM nofyyaloT Apyrve npenapartbl
(6onee nogpobHy MHOpMaUUO O fleYeHun OeTer ¢ CUHAPOMOM [JayHa MOXHO npovuTaThb
Ha HeMeLKoM s3blke B pasgene Therapie Down-Syndrom, o nedexHun geten ¢ OMNJT MOXHO
npounTaTb Ha HeMeLKOM A3blke B pasgene Therapie APL).

« JlyyeBas Tepanus: B pedkux Cryyasix XUMMOTEpanuio JOMosSiHsAT obryyeHuem LIHC
(cneunanucTbl roBOpPAT B 9TOM Crlydyae O KpaHuanbHOM obnydYyeHun, To ecTb 06 obnyyeHun
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rofoBHOro Mo3ra). Takoe neveHne MoryT NpoBOAMTb, KOrAa NENKO3HbIE KIETKN COXPaHAIOTCS B
LeHTparnbHOW HEPBHOM CUCTEME, TO ECTb OHU HE YYBCTBUTENbHLI K NTEYEHUIO XUMUOTEPaNuen
UHC (uHmpamekanbHas xumuomeparusi).

+ TapretHasa Tepanusa: y geten C onpegenéHHbiMM MMMyHonorundeckumy nogtunamm OMI1
(Hanpumep, OMIJT ¢ nonoxutenbHbiM ctatycoM FLT3-ITD/TKD) Bo3amoxkHa TapreTHas Tepanus
C MCMOMNb30BaHNEM WHIMOMTOPOB TUPO3MHKMHA3bl [mupo3uHkuHasa] (nHrmbutopos FLT3,
Hanpumep, copadeHnb). Y 3TUX NauMEeHTOB B JEMKO3HbLIX KMEeTKax eCTb Mymauyus 2eHa
FLT3. O10 npuBoauT K M3MeHeHuto bGernka peuentopa FLT3 Ha mOBEpXHOCTW MENKO3HbIX
KINeTOK, KOTOPbIA CTUMYIIMPYET UX POCT 1 pasaMmHoXeHue. MHrmbuTop FLT3 octaHaBnuBaeT pocTt
NEWNKO3HbIX KNETOK N OHK nornbatoT (arnonmos). Mytauua FLT3 BcTpevaetca npumepHo y 10—
15 % naumenToB ¢ OMJ1.

* JleyeHne cTBONOBLIMM KNeTKaMu: AN AeTel, Yy KOTopbix Oone3Hb NNoxo oTBevaeT Ha
CTaHOapTHOE fieYeHne, y KOTOPbIX €CTb BbICOKUIM PUCK peuuansa nnm y H1X yxe bbin peungms,
€Lé OOHUM BapuaHTOM fleHeHUs ABMSETCH 8bICOKOOO3Hass xumuomepanusi ¢ NocneayLmmM
nepecaxusaHMeMm CTBOMOBbLIX KMETOK AOHOpa (asioceHHasi mpaHcnnaHmayusi cmeososbix
knemok). Llenb neyeHus — makcMmanbHO MOMHOE YHWUYTOXEHWE FEeNKO3HbIX KMeToK B
opraHuame, YTobbl KOCMHbLIU MO32 CMOT CHOBa 3apaboTaTtb Kak KPOBETBOPHbLIV OpraH.

JdononHutenbHo, 4TOObI M3bexaTb OCNOXHEHWA BO BpemMs feveHusi, LeTn  Kpome
OCHOBHOW Tepanuu Mofy4atT BCMOMOratenbHoe neyeHve (cneumanucTbl MOryT rOBOpUTb O
NnoadepXunBaloLLEM NIEYEHUN, TaKKe OHW UCMOMb3YIOT TEPMUH COMPOBOAMTENBHAA Tepanus). Tak
HasblBaemasi cornposodumerbHasi meparnusi 3aHUMaeT BaXKHOE MECTO B MNIlaHe fieYeHns OeTen ¢
OMI1.

lNMone3Ho 3HaTb: HAaCKOMbKO MHTEHCUBHOMN ByaeT xumuomepanusi y pebéHka, Kak JOonro oHa
Oyget AnMTbCS, eCTb NI BO3MOXHOCTb AOMOMHUTENbHOW TapreTHoOW Tepanuu, HeobXxoaMmo
nn pebéHKy obryyeHue Nnu mpaHcraaHmMauus cmeosiosbiX KIemoK, a Takke KakoBbl LUAHCbI
BblNieunTbCs (rMpo2Ho3 6onesHu) - BCE 3TO 3aBUCUT OT TOrO, Kakon MMmeHHo BapuaHT OMII
Hawnm y pebéHka, HaCKOMbKO MEeNKO3HbIE KIETKN yCnenu pasonTnCb NO OpraHu3My, a Takxke,
Kak ©6onesHb oTBeYaeT Ha rnedeHne (cm. pasden "Kak cocmaensirom nnaH neq4eHus").

8.2. Kak npoxoauT neyeHue

O6bIYHO XMMMOTEPaNMsi COCTOUT M3 Pa3fIMYHbLIX 3TaNoB (UCKITKOYEHME COCTaBMSOT Wb 0COOble
CXeMbl XMMMOTEpanuuM Ans geten ¢ cuHgpomom [ayHa M C OCTPbIM MPOMMENOUUTAPHBIM
newvikosom, OlMJT). DTn aTanbl NeYeHNs OTNIMYaOTCS Mexay cobor Mo NPOAOIMKUTENBHOCTU, B HUX
NCMNONb3YyTCA pasHble KOMOMHaLMM NpenapaTtoB U Kaxabld 3Tan CTaBuUT nepen cobon pasHble
uenu. OCHOBHbIEe 3Tanbl NeYeHuUs:

1. WHAYKUMA: 3TO HavanbHbIA 3Tarn, Korga npoBoauTcs 0co60 MHTEHCMBHAs XMMUOTEpanus
(cneunanucTbl Takke MOryT roBOpUTb 06 WMHOYKLMOHHOW Tepanuu Unn o6 WHOYKUUOHHOM
pexvmMe Tepanuu). Ha aTom aTane Lenb feyYeHnst COCTOUT B TOM, YTOBbI 3a KOPOTKOE Bpemsi
yBUTb MakCUMyM TNeNKO3HbIX KINeTOK, TO ecTb OobuTbea pemuccun (pemuccus). VHaykums
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COCTOUT U3 ABYyX OrokoB xumuoTepanui. Bmecte ¢ nepepbiBoM mexay Grnokamu aToT 3Tan
NpoAormKaeTca NpUenManTensHO ABa MecsLa.

2. KoHconupaumss u UHTEeHCUpUKauma Tepanuu: 3TOT 3Tan MPOBOOMTCHA cpasy nocne
WHOYKUMKU (CNeuManucTbl Takke MOryT roBOpUTb O KOHconuaauum pemuccun). Jetn Takke
Nony4yatT WHTEHCUBHYIO XMMMWOTEPanuio, KOTopas COCTOUT M3 OBYX-TPEX 6rokoB. B Hux
NOSsIBMNSIIOTCS B TOM YMCIe HOBble KOMOMHauUMM nNpenapatoB. Ha aTom aTane uenb nevyeHnst —
YHUYTOXUTb T€ NENKO3HbIE KITETKWN, KOTOPbIE CMOTITIN BEPKUTE U TEM CaMbIiM CBECTU K MUHUMYMY
BEPOSTHOCTb peLuumamBa. JTOT aTan ANUTCH OT TPEX OO0 YETbIPEX MECSLEB.

3. Tepanua LUHC: stoT 3tan npegcraenseTr cobon NnpodmnakTuKy HEMponemnkosa nnm rneveHme
Henponernkosa. Llenb - He aonycTuTb, YTOObI NENKO3HbIE KNETKU nonanu B 20/108HOU MO32
WUIn CriuHHOU Mo32), N NPOAOIDKUIM pacnpocTpaHsaTbesa ganblie. Tepanua LUIHC coctout B
TOM, YTO B CMMHHOMO3IOBOW KaHas HEeCKONbKO pa3 BBOAAT MeOUKaMEHTbl UHMmpameKaisHO
(cneunanuctel roBopAT 06 WHTpaTekanbHOM XxXumuoTepanuu). Ecnv nenkosHble KneTku
NpOAOKAT MHPMUMPOBATbL LEHTPArbHYH0 HEPBHYH CUCTEMY, TO MOCNE WHTEHCUBHOW
Tepanuu JOMOSTHUTENBHO MOTYT Ha3Ha4YMTb JTyYEBYHO Tepanuio, Kotopas ANMTCs OT ABYX OO0
TPEX Hegenb (cneumanucTbl FOBOPSAT O KpaHuanbHOM 0bny4YeHuu, To ecTb 06 obryyeHun
rofloBHOrO Mo3ra).

4. TMoppepxuBarwwan Tepanusa UNu gnutenbHas noagepXuBaroLwan Tepanusa: 31o bonee
Msrkas xumuortepanus. ITOT aTan ANMTCA OKomno roda. JledeHne B OCHOBHOM MpoXoauT
ambyrnamopHo. Llenb - 3a CYET ANUTENbHOro Kypca NeYeHUs1 YHUUTOXUTb BCE NENKO3Hble
KINETKM, KOTOpble CMOITN BbKUTb AaXke Mocrie UHTEHCUBHOW Tepanun. BaxxHoe 3amevaHue:
C HejaBHEro BpeMeHun AnuTenbHas nogaepxuBatolias tepannsa 6onblle He BXOOUT B CXeMY
neyexus!

HekoTopbiM AeTAM, Y KOTOPbIX B KPOBU ObINO O4EHb BbICOKOE KOMMYECTBO NEMKO3HbIX KMNETOK (B
3TOM Cryyae Bpauyu roBOpsT 06 MHUUMANBbHOM rMNepnenkoumTose), Unn y HuUx Obino Tsxkénoe
nopaxkeHue Opyrux opraHoB (B 9TOM Crlyvae Bpauyy roBOpsAT O 3HAYMTENbHOW OpraHomeranuu),
nepen OCHOBHbIM I€YeHMEeM HasHa4yalT TaK HasbiBaeMylo npeaBapuTeNibHYI0 Tepanuio
(uMTopenykTuBHas npodpasa). ATO NpegBapuTenbHOE NnedveHve AnuMTca oaHy Hedento. Ero uenb
- ybuBaTb NerKosHble KMeTKUn MOCTEMEHHO M TeM cambiM OepexHO, TO eCTb B MakCMMarbHO
Wwagswem pexume Ans opraHusma pebéHka. Takum obBpasom Bpaum cTpemsTcs usbexarb
OCINOXHEHWIN (OCOBEHHO BbLICOKM PUCKM TOMO, YTO HAYHETCH KPOBOTEYEHUE MNn CUHOPOM fu3uca
onyxonu (CUHAPOM pacnaga onyxonu), korga ObICTPO paspyLlalTcs pakoBble KMETKM U B
opraHv3me HaunHaeTcst MeTabonNNYeCKUn KpU3NC, OH MOXKET YrpoXaTb XNU3HW peBEHka).

O6bwas AanuTenbHOCTbL ne4vyeHusa 06e3 sSTana MoaAepXMBatoWen Tepanuu (OSMTENbHON
NoAEpPXMBaIOLLEN Tepanuu) COCTaBMsiET OKOMO LIeCTM MecsueB, ecnu pebGéHky He Obina
HY>XHa mpaHcnnaHmauusi cmeosiosbiX KemoK U y Hero He Obino peuuauBa. Bo Bpemsi aToi
LLIECTUMECSYHON MHTEHCUBHOM YacTU NeYeHns AeTU OOMKHbI HAXOAMUTLCS B OHKOreMaToNorMyeckmnx
oTaeneHusx. B nepepbiBax mexay 6rokamm xuMmuoTepanum oHM MoryT 6biTb ¥ cebs foma, ecnu He
NOSIBMNAIOTCS KakMe-To Npobnembl (HaNpumep, BbiCOKas Temneparypa, unu uHdekums). Bo Bpemsi
aTana AnuTenbHoW noaaepXuBatoLLen Tepanum, Korga nevyeHne anuTcs 4OCTaToqHo Jorroe BpeMst
(okono roga) u siensietcst 6ornee yMepeHHbIM (T.e. He TaKUM UHTEHCUBHbBIM), ETU MOTYT HAaXogaTCst
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aoma. Ho oHu ocTatoTcsi o NOCTOsIHHBIM Habn4eHMeM, TO eCTb AOMKHbI PErYNSIPHO NPUXOAUTb
Ha KOHTpOIbHble 06CnefoBaHMs B QHEBHOW CTauMoOHap Uiy B amOynaTopHOe oTAeneHue, korga
BEOET NPUEM OETCKUIA OHKOreMaTorsor.

o Kakum npoTokonam neyar geten?

B NepmaHum no4tn BCcex OeTen M NoapoCTKOB C OCTPbIM MuenougHbiM nerkosom (OMI1) nevyat
Nno CTaHOapTU3NPOBaHHbLIM MpoToKkonam. B TepmaHum Takue nporpaMmbl/ NPOTOKOSMbI NevYeHust
Has3sbIBaloTCs uccriefosaHuUss onmumu3ayuu mepanuu. Hemelkue ncecrnegoBaTtenbCkme NpoTOKOrbI,
WM MCCrNeqoBaHUSA ONTMMMU3AUMM Tepanuu, - 3TO KIMHUYECKUE WCCredoBaHWsi, OHU CTPOro
KOHTponupytoTcs. VX uenb — He TOonbKo NneynTb 3aboneBLunX AeTer Mo CaMbiM COBPEMEHHbBIM
pa3paboTkam, HO U OQHOBPEMEHHO YBENMYUBATbL 3(PAEKTUBHOCTL JledeHMsl. Tak Kak B TaKux
nccnenoBaTernbCKMX MPOTOKONax paboTaeT MHOMO KIMHMK M NEeYebHbIX LEHTPOB, TO Takue
nuccnepoBaTenbCckue NPOTOKOIbl HA3bIBAKOTCS "MYNLTULEHTPOBLIE".

Te petn, KOTOpble He NPOXOASAT NeYeHNe Mo UccrefoBaTeNlbCKOMY NPOTOKOMY, NGO NOTOMY, YTO B
3TOT MOMEHT BPEMEHU HOBbIN NCCNeAoBaTeNbCKNA MPOTOKON eLUE He OTKpbINcs, NMbo pebEéHok He
NpOXoAunIn Mo KpUTEPUSIM, KOTOpbIE SIBNSAOTCA 06s3aTeNbHBIMU AN BKIIOYEHUS B TaKOW NPOTOKON,
nonagarT B nevyebHbIN perncTp. anHLlMHVIaHbHO OHU Nony4arT ne4vyeHne no TepaneBTun4eCKnm
pekoMeHAaLMsIM 13 LIeHTPanbHOro uccrnefoBaTenbCcKoro oduca no KOHKPEHTHOWM dhopme paka. To
€CTb OeTun nonyyatoTt Hanbonee onTUMarnbHbIE CXEMbI evyeHnd, KoTopble MMEKTCA Ha ,D,aHHbIVI
MOMEHT BPEMEHMU.

CerogHs B epmaHun paboTatoT criegylolme uccrnegoBaTenbCkue npoToKomnbl N nevYebHble
pernctpbl no nedeHnto OMJT y getenm M nogpocCTkoB (Kak MpaBuio, € MEXAYyHapO4HbIM
yyactuem):

* WUccnepoBatenbcknm npotokon AIEOP-BFM-AML 2020: B koHue deBpans 2023 r. aons
aeten n nogpoctkoB ¢ OMJT OTKpbINCS MexayHapoAHbIA uccneaoBaTenbCKUM NPOTOKOM
AIEOP-BFM-AML 2020. B Hero GepyT naumeHToB B Bo3pacTe Ao 18 nert, koTopbie BnepBble
3abonenu OMIJ1 (nepBuYHbIE NAUMEHTLI), @ Takke naumeHToB ¢ peunansom OMIJ1 B Bo3pacTte
0o 21 roga. B npotokon He GepyT AeTen M NOAPOCTKOB C MPOMWENOLUTAPHBIM JIENKO30M,
¢ cuHgpomom [layHa, n/vnu ¢ TpaH3UTOpPHO MuenonponudepatuBHbeiM cuHapomom (TMD,
transient myeloproliferative disorder). Llenb nccnemoBaTenbCckoro MpoTOKONa - He TONbKO
MOBbLICUTbL MoKasaTenu nsnedeHusi ¢ NOMOLLLIO HOBbIX Mpenapartos, UMK npenaparoB C UHbIM
MEeXaHU3MOM AeNCTBMUSA. Ho 1 npexae BCero yMeHbLUMTb OCITIOXKHEHUS U NOBOYHbIE 3EKTLI OT
camoro neyeHusi. Mo aTomy nccrnegoBaTenbCKOMY NPOTOKOMY paboTakT Kak MHOFOYMCIEHHbIE
KNMHWKKW No Bcen epmaHunn, Tak U B APYrux eBponenckmx ctpaHax. BaxHo: ons nauneHToB ¢
BrnepBble AnarHoctupoBaHHbiM OMJT paHdomu3auus 6eina 3akpbita 19.02.2026. Bce naumeHThbI
nonyyaroT niedyeHre No CTaHaapTHOM CxeMe.

* Jleye6HbIn peructp AML-BFM 2017: c Havana 2018 r. B Hero nonagalT BCe OETU U
nogpocTkn (go 18 net) ¢ OMIJ1 (3TOT perncTtp cMeHwn ctapbii nedebHbii pernctp AML-
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BFM 2012). 310 moryT OblTb M AeTu, KoTopble BriepBble 3abonenn OMIJ1 (nepBu4Hble
nauMeHTbl), U1 OEeTU C peumamBoM OonesHu, u Te AeTn, y KoTopbix guarHo3d OMIJT - aTo
BTOPUWYHbIN pak. Takke B permcTp BKMOYaKTCA 4ETU C OCTPbIM MPOMUENOUUTaPHbBIM JTIENKO30M
(ons Hero nNpuHATO MexayHapoaHoe cokpalleHve APL) a Takke Te, ¥ KOro eCTb CUHOpOM
JayHa, ecrnn oHM He MONagalwT Ha IleYyeHue B UCCregoBaTernbCKMM NPOTOKON (CM. HUXe).
Takke ne4vebHbIN perncTp BeoéT HOBOPOXKAEHHBIX C CMHOPOMOM [layHa, y KOTOPbIX HaLumu
TaK HasblBaeMbli TPAH3UTOPHO MuenonponudepaTnBHbIA CUHOAPOM (elwé MOXHO BCTPETUTb
Opyroe HasBaHWe Tak HasblBAaemMoe npexodsiliee MuenonponnudepaTtuBHoe paccTponcTeo. B
knaccudpukauum BO3 npuHsTo cokpalieHme TMD [transient myeloproliferative disorder]. OTa
6one3Hb 0O4eHb YacTo NO3XKE NEPEXOANT B MUENOUAHbLIN Nerkos). Hay4yHo-uccnegoBaTenbCckmi
LUeHTp nedebGHOro peructpa Hageetcs, YTo cOOp AaHHbIX MO BCeM nauueHTam [epmaHum
co Bcemu Bupgamu u cdopmamm OMJI, a Takke no Mx NnedeHuto, gact Oonee rnybokoe
noHUMaHue cyTn 6onesHu u TakuMm o6pasom MO3BONUT ONTMMM3UPOBATL Tepanuio, TO eCTb
HaWTU HOBblE MOAXOAbI K NeveHuto. [ns Tex AeTel U NoApOCTKOB, KOTOPbIE HE flevaTcs Hu
no OOHOMY M3 OEWCTBYIOLLMX UCCNeoBaTeNbCKMX MPOTOKOMOB, Hay4YHO-UCCreqoBaTenbCKui
LEeHTp peructpa npegnaraeT TepaneBTUYECKME pekoMeHpauun, 4Tobbl M B AanbHenem
obecne4vnBaTtb Hanbonee onTUManbHbIA Pe3ynbTaT NeYyeHns Ha JaHHbIN MOMEHT.

* MWccnepoBatenbckun npotokon ML-DS 2018: gns peten ¢ cungpomom [ayHa wu
MUENONOHbIM JENKO30M (ANnsl 9TOW KOMOMHauuu 3aboneBaHui MPUHATO MeXOyHapoaHoe
cokpalleHne ML-DS) B cpeBpane 2021 r. OTKpbINCA HOBbIW UcCneaoBaTensckun npotokon ML-
DS 2018. B Hero gonyckatoTcs nauueHTtbl ¢ myTaunen reHa GATAT n 6e3 aTon MyTaumm B
BO3pacTe OT 6 MecsueB 00 4 net. VIinu e JonyckalTcsa NauMeHThl, Y KOTOpbIX eCTb MyTauus
reHa GATA1 B Bo3pacTe oT 4 fo 6 net. Pesynbrarthbl MccnegoBaTenbCKOro NpoToKona AOIMKHbI
nokasaTb, BO3MOXHO N1 CHU3UTb MHTEHCUBHOCTL Tepanuun Ansi NaUUeEHTOB C XOPOLLUMM OTBETOM
Ha neveHue (M Takum obpasoM CHU3UTb NOOOYHbIE BO3OENCTBUSI U OCIIOXKHEHMUS OT NEYeHus).
B npoTokone paboTaloT MHOFOYMCMEHHbIE KITMHMKKX NO BCEN [epmaHnm 1 Apyrux eBponencKkmx
CTpaH.

O6pawaem BHUMaHue: Vccnegoatensckun npotokon AIEOP-BFM-AML 2020 n ne4yebHbI
perucTp KypupyeT Hay4HO-UCCNeaoBaTENbCKUIM LEHTP NPU KIMHUKE AETCKOW U NOAPOCTKOBOM
MeOMLMHbI YHMBEPCUTETCKOM KnNunHuMkM PpaHkdypTta-Ha-ManHe (pykoBoguTenb MpoToKona:
npod. A-p mea. Hayk AH-XeHHUHr KnycMaHH).

10. Kakue WwaHCbI BbINTIEYUTLCH OT OCTPOro
MuenouaHoro nenkosa?

BepoAaTHOCTb BbINEYMTLCSA (Bpadm roBOPSAT B 3TOM Criydae O NMPOrHo3e) oT OCTPOro MMEenougHoro
newnkosa (OMJ1) y geten n NnogpoOCTKOB 3HAYMTENBHO BbIpOCHa 3a MOCNedHNe COPOK NeT. IToro
yaanock 4oCTUYb Gnarogapsi CoBpeMeHHbIM Noaxoaam B AnarHocTuke (MosiBUMCL HOBblE METOAbI
nccnenoBaHuin), 6einm BBeAEHbIE BONee MHTEHCUBHBIE KYPCbl KOMOUHNMPOBAHHOW XMMMOTEpPanun n
Bcex 3aboneBLIMX AeTel cTanu NeYnTb No eanHbIM cTaHaapTHbIM npoTokonam. CerogHs Lndpsl
5-netHen BbbkMBaemocTn ropopsaT, 4To oT OMJI BbineunBatoT okono 70% Aeten v NoApOCTKOB
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(y cneumanucToB NMPUHATO OTCYMTLIBATL 5 NIeT ¢ MOMEHTa MOCTAHOBKM AMarHosa; ecnv peGéHok
NPOXWN 5 NeT 1 y Hero HeT peLnamBa, OH CYMTAETCA 300POBbIM).

Ho B TO Xe Bpemsi 3TO 3Ha4uT, 4TO okomno 20-25% 3aboneBlunx AeTeln BbINEYNTb He YOaETcs.
OcHoBHas npuymHa, NOYEMY UX HE YOAETCA BbINIEYNTb, COCTOUT B TOM, YTO AaXe Korga nevyeHue
cHavyana npoxXoAWT XOpOLWO M JaéT CBOWM pe3ynbraTtbl, Y MHOMMX OeTel BCE paBHO OornesHb
BO3BpaLLaeTcs, TO eCTb MOSBNATCA peunamnBbl. Takylo CUTyaLMo MOXHO BUAETb NPUMEPHO Yy
OfOHOW TpeTn Bcex 3aboneBlwmnx geten. Kpome TOro, ectb O€TH, ¥ KOTOpbIX 60ne3Hb ¢ camoro
Hayana He OTBEYaeT Ha fevyeHue, UMM HEAOCTaTOYHO XOPOLUO OTBEYAET Ha NeyeHue (Takux
naumeHToB okono 10%), TO ecTb, Kak roOBOPAT Bpayu, OHW He BbIXOAAT B pemunccuto [pemuccus). B
3TOM Criyyae cneumnanuncTbl FOBOPST 0 HEAh(EKTUBHOCTM TEpanuu.

[MporHo3 Ons Kaxgoro KOHKPETHOro pebEéHKka 3aBuMCUT B MEPBYKO ovepenb OT TOro, Kakow
reHetmdeckun noatun OMIJ1 y Hero HawmnuM m kKak 6GonesHb oTBeyaeT Ha nedveHune. Ecnn y
pebéHka HalnNM pakoBble KNETKM ¢ GnaronpusaTHbIMU s NPOrHO3a XapaKkTepucTMkaMu U oTBeT
Ha JleYyeHMe XOPOLUUIK, TO CTaTUCTUKa Mo BbbkmBaemMocTu nokasbiBaeT 90%. Ecnu y pebGEHka
HaxoOAT HebnaronpusTHbIE NPo2HOCMUYeCcKUe ¢hakmophbl, TO MO CTAaTUCTUKE LLAHChI HA U3neYeHne
coctaenawT meHee 70%, Jaxe ecnu 3TM OeTM nony4varoT Oornee MHTEHCMBHOE fleYeHune.
BeposaTHOCTb peumamnBa y geTer C OCTPbIM NPOMUENOUMTAPHBLIM NeNKko3oM (cokpawéHHo APL),
nepBUYHbIE NaLMeHTbl, ABNAETCS O4eHb HU3KOW. [oaToMy y HUX Lmdpbl 10-neTHen BbKMBAEMOCTH
Bbiwe 90% u Takum 06pa3om OHWM MMEIDT MyYLLNA NPOrHo3, Yem aetu ¢ gpyrumm dopmamm OMJI.

Ecnu HacTynaeT peuuauB, TO LUAHCHI BbINEYUTLCA NPUHLMNNANLHO HWXKe, YeM Yy peten 6e3
peunguea. LLlaHckl CHWXKaKOTCA eLwé Gonblue, ecnu peuname HacTynaeT o4eHb paHo. "O4yeHb paHo"
O3Ha4aeT, YTO C TOro MOMEHTa, korga pebEHOK Bbillen B MEPBYHD PEMUCCUMIO M A0 MOMEHTa,
Korga HacTynun peuuauvB, NpoLSIo MEHee OAHOro roga. OT0 Xe OTHOCUTCS U K TeM OeTsM, Y
KOTOPbIX C caMoro Ha4yarna He Oblflo oTBeTa Ha fnedeHne. Toraa MX MOXHO €eLlé BblNeYnTb, eCNn
OHW MOny4varT MPOTUBOPELNOUBHBIE KYPChbl XMMMOTEPANUW, MU cpasdy Nocre 3Toro npoBoauMTCS
mpaHcrnaHmayusi cmeosiosbix Kriemok. CerogHs y geten ¢ peunamsom OMJT yonaétca gobutbes
XopoLllero pesynerara fedeHusi npumepHo y 40 % (cneunanucTbl roBOpST, YTO NATUNETHAS
BblkMBaeMocTb cocTaBnseT 40 %). CoBpeMeHHble uccneaoBaTenbckue NpOTOKOMbI [uccriedosaHusi
onmumu3sayuu mepanuu] CTPeMATCA HaUTWU HOBbIE MOAXOAbLI B JIEYEHUN, YTOObI YNyULNTb LLIAHCHI
Ha BbI3OPOBIIEHNE B TOM YMCIE M 3TUX NaLMEHTOB.

HeobxoaMmoe 3amevaHue: KOrga Mbl HasblBa€M MPOLEHTbI BbI3JOPOBEBLUMX OETEN, 3TO
3HAYUT, YTO Mbl JAEM TONMbKO TOYHYK CTAaTUCTUKY MO 3Ton dhopme paka y aeten. Ho Hukakas
CTaTUCTMKa He MOXET MpenckasaTb, BbI3OOPOBEET KOHKPETHbIA pebEHOK, unn HeT. Jltobon
Nenko3s, gaxe ecrnv y pebéHka ecTb onpeaenéHHble brnaronpuTsaHbie akTopbl, N HaobopoT,
€CTb HeKOoTOpble HeEBNaronpuATHbIE (bakTopbl, MOXXET NPOTEKaTb abCOMTHO HENPELCKAa3yeEMO.
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moccapun

annoreHHasa
TpaHcnnaHTauna
CTBOJ10BbIX KITETOK

ambynaTopHo

aHaMHe3

aHeMunA

aHemMnst PaHKOHM

anonTo3
BUpYC

BblICOKOAO3HaA
XnMumotepanma

nepecagka 6OJ'IbHOMy CTBOJ1OBbIX KIMETOK OOHOpa. Ycnosnem
Onst annoreHHon TpaHCcnnaHTauun ABnAeTcA MakCcuMalibHada
TKaHeBadA COBMECTUMOCTb [AOOHOpa " oonbHoro. CTBONOBLIE
KNEeTKU nony4yarT U3 KpoBU UM KOCTHOIo Mo3ra.

T.€. MeguumnHckoe obcenyxnBaHue 6e3 NomnHOM rocnuTanmaaumm.
B ouarHocTuyeckmx n neyebHbiX Lensx nauuMeHT He ocTaércsi
Ha HOYb B MEAULIMHCKOM YYpeXxaeHuU, a MOXET B TOT Xe [eHb
YXOANTb AOMON.

nctopus 6onesHn

MasioOKpOBME; CHUXXEHUE KOHLEHTPaUMM KpacHOro mnurMeHTa
KpoBW (remorrnobuHa) u/unu cogepkaHus KpacHbIX KPOBSHbIX
Tenewy (9TOT nokasaTtenb Ha3blBAETCH ,remMatokpuT) Huxe
YPOBHS, 3aBUCUMOrO OT BO3pacTa.

HacrnegCcTBeHHoe  3aboneBaHMe  KPOBM, Anst  KOTOPOro
XapakTepHbl nporpeccupytolias HegoCTaTOMHOCTb  KOCTHOro
MO3ra, XpOHM4Yeckasi aHeMUs 1 MoBbILWEHHbI pUck 3aboneBaHus
pakom (npexae BCEro OCTPbIM MUENobnacTHbIM ENKO30M).
[Ona OonbHbIX Takke XapakTepHbl OedeKkTbl B pasBUTUM
ckeneta (Hanpumep, MarnieHbKUI PoCT, HEMpPaBUIbHOE pa3BUTUE
OonbLloro nanbua n kucten pyk). AHemmnss PaHKOHM OTHOCUTCS
K cuHapoMam paka, KoTopble MOXHO yHacnegosaTb. Ha ypoBHe
KNeTkn HabnogaeTcsl CKIOHHOCTb XPOMOCOM K MOJSIOMKaM,
KoTopble BeAYT K UBMEHEHMSIM XPOMOCOM. T.€. C HUX HaYMHaeTcst
nosiloMKa KOHTPOSS KNETOYHOro LMKna.

3anporpaMmMmupoBaHHasl CMepTb KNeTKn. ITO hopma KIeTo4HON
CMepTW, KoTopasi 3amnyckaeTcsl pasfMyHbiMU MeXaHu3mMamy B
CaMoW KNneTKe, Hanmpumep, ecnu Kretka CTapeeT, Unu ecnv oHa
paspyliaercs (13-3a NpuémMa LUTOCTaTMKOB, 0bnyyYeHnsa n T.40.).

MH(PEKUMOHHas yactmua 6e3 cobcTBeHHOro obmeHa BeLlecTs,
KOTOpas pa3aMHOXaETCH 3a CYET KMETOK X03AMHa 1, Kak NpaBuno,
BbI3bIBAET Yy HMX OOnesHb (B NaTMHCKOM si3blke CIOBO ,BUPYC”
O3Hayvaer ,cnu3b®, ,aa%)

npuém npenapaTtoB (LUUTOCTATUKM) B OCOBO BbICOKMX [03aX,
KoTopble OroKMpylT pocT KneTok. [pu pake mMx MCMonb3yoT,
4YTOObl YHUUYTOXNTL BCE OMNyXOneBble KNeTkn. T.K. oAHOBPEMEHHO
B KOCTHOM MO3re paspyLluaeTcsi KpOBETBOPHas cuctema, cpasy
3a BbICOKOOO3HOM XMMUOTEpanuen npoBoaAUTCA nepecaka
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remornoaTn4yeckmne
CTBOJ10BbI€ KIETKN

reH

reHeTUYeCcKumn

rmnepnenkoumTos

rorlOBHOW MO3r

rpaHynoumT

rpynna Kposu

OcTpble MuenounaHele nevikosbl (OMIT): kpaTkas nHdopmaums (AML)

COBCTBEHHbIX WM [OHOPCKMX CTBOMOBbIX KMETOK KPOBU
(ayTonorMyHaa wnM annoreHHast TpaHCnnaHTaumust KOCTHOro
Moa3ra).

KNeTKU-NpeLlecTBEHHNKA BCEX BMOOB KINETOK Kposu. U3
HMX CO3peBalT KpacHble KpOBSAHble Temnbua (3pUTPOLMUTI),
fenble KpoOBsHble KMNETKM (NenKouuTbl), KPOBSHbIE MNACTUHKN
(TpOMbOUMTBI) M HekoTOpble ApyrMe BuAabl KNeTok. JToT
npoLecc Co3peBaHns Ha3blBalOT TEPMUHOM ,KPOBETBOPEHME® Nnn
,remMornoas“. PasHble BUAbl KIETOK KPOBU BbipacTaloT B KOCTHOM
MO3re 1 OTTyAa YaCTUYHO BbIMbIBAIOTCS B KPOBb.

eQuMHULA HacneacTBEHHOCTU B XPOMOCOMax. JTO Y4acToK
MOINeKynbl ge30KcupnboHyknenHoson kncnotbl (AHK), koTopbin
COAEPXKUT MHCPOPMALMIO O CTPOEHUW OOHOro OnpeaenéHHoro
Oenka.

T.e. CBSI3aHHbIN C reHaMu, C HacneaCcTBEHHOCTbIO; BPOXOEHHbIN

OYeHb BbICOKAs KOHUEHTpauusi NENKOUUTOB B KPOBW, KOraa B
Mukponutpe kposu Gonbwe 100.000 nerkoumTtoB. B HOopme y
yernoseka AomkHo 6bITb oT 5.000 go 8.000 nenkouunTos.

B [AaHHOM KOHTEKCTe: 4acCTb LIeHTparnbHOW HEPBHOW CUCTEMbI
(LHC), pacnonoxeHHon B ronoBe. Mo3r HaxogouTcsi BHYTpU
yepena n OKpyXeH Mo3roBon 060104Kon. FoNOBHOM MO3r COCTOUT
13 HEPBHOW TKaHW.

nogrpynna ©Oenbix KpoBsiHbIX Terey, (nemkoumtoB). OHM
OoptoTcs, npexage Bcero, € OaktepusiMM U C  Opyrumu
BO3OyauTensmn 6onesHen (Bupycamu, napasvtamu, rpubkamm).
Takke rpaHynounTbl 3a4eNCTBOBaHbl B MPOTMBOANNIEPINYECKMX
1 MPOTUBOBOCMANUTENbHBLIX PEaKLUUsIX OpraHM3ma 1 CBs3blBalOT
npoueccbl HarHoeHusi. OHM cocTaBnsT okono 60-70% Bcex
nenkoumtoB Kkposu. [lo dopme 4dgpa, nNO MUrMeHTy, a
Takke MO 3agjadaM, KOTOPbIE OHW BbLIMOSMHAKT B OpraHv3me,
rpaHynounTbl pasfensitoT Ha TpW NOArpynnbl: HENTpodunsbl
(90%), s03nHOWNbI (2-4%) 1 Gasodunbl (1%). Hentpodunel
BoptoTcs, Npexae BCero, ¢ MHeKUMAMU.

BaXkHble XapakTepUCTUKN CTPYKTYpbI (aHTUreHHble
XapaKTEPUCTUKN KPOBM) KOMIMOHEHTOB KPOBM (Hanpumep, rpynmbl
kpoBu no cucreme ABQ); oHuM, Kak npaBuno, CTabunbHbl U
Haxo4ATCHA Ha NOBEPXHOCTHOM MeMOpaHe KNETOK KPOBU U ApYIrvX
KNneTok TkaHewn. lNepen kaxabiM nepenvBaHMEM KOMMOHEHTOB
KPOBW, Hampumep, Y NauUMEHTOB C JEWKO30M WM aHeMUEWN,
HeobXoANMO KOHTPONUPOBaTb COBMECTUMOCTb TpyMnbl KPOBU
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OcTpble MuenounaHele nevikosbl (OMIT): kpaTkas nHdopmaums (AML)

ﬂ,e(beKTbl MMMYHUTETa

AOnarHocTtn4yeckas
BuU3yanusauma

MMMYHOMNOMMYeCKNI

WHTpaTeKaribHasA

XnMmnotepanuma

MHTpaTeKkanbHO

MHGEeKUMS

ncenenoBsaHnA
onTuMmnsaunm Tepanum

knaccndurkaumns BO3

AOHOopa, 4ToObl HE nNPOM30LWMO peakuun oTTopxeHus. [pu
HECOBMECTUMOCTW KPOBU NPOUCXOAMUT CKNenBaHe SpuTpoOLIMTOB,
Korga ux CMeLuMBaloT C CbIBOPOTKOW KPOBW APYroro 4eroseka
(peakums ,aHTUreH-aHTUTENOo").

BPOXOEHHBIA MNN NPUOOPETEHHBIN COOM UMMYHHOW CUCTEMBI,
KOTOPbI  MPMBOAUT K OCrabneHnto WUMMYHHOro OTBeTa
coOCTBEHHOrO opraHvama. B pesynbrate conpoTMBNAEMOCTb
opraHnama K pasnnyHbiM MHADEKLMAM HE ABMSIETCA ONTMMaribHON,
TO eCTb OHa HegocTaTovHa.

39TO [AMarHocTuka, KoTopas [AaéT CHUMKM (M3obpakeHune)
BHYTPEHHMUX yacten Tena. K Taknum mMetopgam
WUCCreaoBaHWsl OpraHmMama OTHOCATCs, Hanpumep, Y3 u
PEHTreH, KOMMNblOTEPHAsH ToMorpadus, MarHUTHO-pe3oHaHCcHast
TOMOrpadus u cunHTUrpadus.

T.. CBSI3aHHbIA CO CTPYKTYpon U QYHKUMSAMU UMMYHHOM
CUCTEMBbI OpraHM3mMa (3allMTHOM CUCTEMBbI opraHmamMa). O3HavaeT
MEXaHU3Mbl pacno3HaBaHus YyXabIX N COOCTBEHHbIX BELLECTB U
TKaHen, a Takke MeXaHU3Mbl 3aLLMTbl OpraHu3ma.

3TO BBEOEHME MpenapaTtoB, OMOKMPYHOLMX POCT  KINETOK
(uMToCcTaTUKN) B CMMHHOMOS3rOBOW KaHan (NPOCTPaHCTBO C
NMKBOPOM), B KOTOPOM HaxoQWUTCst CMMHHO-MO3roBasi XXUOKOCTb
(nvksop).

T.e. BOBHYTPb KaHanma CcO CMNWHHOMO3IOBOM KMOKOCTbHO/
MPOCTPaHCTBA C NNKBOPOM

NMPOHUKHOBEHME  MemnbYalliMxX  OpraHu3moB  (Hanpumep,
OakTepuii, BMpYycOB, rpuOKOB) B TeNO 4YernoBeka, [Ae OHWu
HauMHalT pasMHoOXaTtbecs. WHdekumm MoryT pasBmBaTbCs
B pasnuyHble WHAEKUNOHHblE 6onesHn B 3aBMCMMOCTU OT
OCODEHHOCTEN MMWKPOOPraHU3MOB W peakunum UMMyHUTeTa
opraHusma.

KOHTPONMpYyeMbIE KITMHNYECKME UCCneqoBaHus. VIx uenb - nevnTb
nauneHToB MO nocfneaHuMm paspaboTkam W OAHOBPEMEHHO
noBbIWaTh 3(pdHEKTUBHOCTL TepaneBTUYECKUX BO3MOXHOCTEN.
Mpn 3TOM ONTMMM3ALUMA NEYEHUS 3aKSK4YaeTCa He TOMbKo B
ynyylWeHUn/yBENNYEHNN LIAHCOB Ha BbI3AOPOBIIEHNE, HO U B
TOM, 4TOGbI OrpaHn4MBaTh NOHGOYHBIE OCNOXHEHUS M OTAANEHHbIE
nocreacTBusl, BO3HMKaOLWMNe n3-3a NevYeHus.

S3TO MeXayHapogHbli  CTaHAapT, KoTopbli  pa3paboTtana
BcemupHaa OpraHusaumsa 3gpaBooxpaHeHus. B Hero Bxogsr
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OcTpble MuenounaHele nevikosbl (OMIT): kpaTkas nHdopmaums (AML)

KneTka

KOMMbloTepHasi Tomorpadus

KOCTHBbI MO3r

Nnenkos

nenkouuT

numdaTtmyeckas cuctema

napameTpbl Ans knaccudukaumMm 3rokavyecTBeHHbIX GoresHen,
ONs  OMarHoCTUKM U cTeneHn  audpdpepeHUMpoBaHHOCTM
OHKornorun4yeckom 6onesHu.

caMasi MarneHbkas eauHULA CTPOEHUSt U XU3HEAEATENbHOCTM
XUBbIX OPraHW3MOB, Yy KOTOpPOW €CTb COGCTBEHHbIi OOMeH
BELLECTB, CMOCOGHOCTL OTBEeYaTb Ha BHELUHWE pasgpaxuTeny,
CMOCOGHOCTb K HEMPOWU3BONMbHOMY  ABWXKEHUIO  MbIL, U
pa3MHoXeHMo. Kaxaas KneTka CoCTOWUT M3 sapa M KNEeTOYHOro
Tena (LMTonnasmbl), a CHApYXW NOKPbITa KNETOYHON MeMBPaHO.

MEeTo4 [OWarHoCTUKM MO CHMMKam, B KOTOPOM WCMONb3YHTCS
PEHTreHOBCKUE Ny4M U KOMMbIOTEPbI 4151 MOCNOWHOrO NOMyYeHust
n3obpaxeHun vacten Tera (TpPEXmepHoe u3obpaxeHue,
nonepeyHbIN Uy NPOAOIbHLIV Cpes3 Tena)

MECTO KpPOBETBOPEHMUS; MsArkas rybyatasi TkaHb C CWIbHbIM
KPOBOCHaGXeHMeM, 3anofiHAeT BHYTPEHHME MOMOCTM MHOMMX
KoCTen (Hampumep, B MO3BOHKaX, KOCTAX Ta3a, GedpeHHbIX
KOCTSX, p€bpax, rpyauHe, nonartkax u B knwouuue). B kocTHOM
MO3re 13 KNeToK-NpeaLecTBEHHUKOB (CTBOMOBLIE KINETKM KPOBU)
BblpacTalT Bce (POPMbI KNETOK KPOBM.

3r10Kka4yecTBeHHoe 3aborneBaHve KpPOBETBOPHOW CUCTEMbl U
camas pacnpocTpaHéHHas 6onesHb paka y Aetei n NnogpoCcTKOB
(npumepHo  33%). B 3aBMCMMOCTM OT  MNPOUCXOXAEHUS
OMyXOneBbIX KMeToK pasnuyarT numdobnacTHbIi Nenkos u
MuenobnacTHbli nenkos. Y pgeted M NoApOCTKOB FEnKo3bl
NpOoTEeKaloT, Kak NPaBunio, oCTpo (MO3TOMY MX Ha3blBalOT OCTPbIMU
nerikozamm).

Benble KpoBsHble Tenbua. Kak KNeTkKM WMMMYHHOW CUCTEMBbI
OHM 3awWmwialT OT BO30yauTenen 6GonesHenm U OoptoTcs
C uWH(pekumamn. OHM  TaKKe YHUYTOXAKT  pparMeHTbl
paspyLUEeHHbIX KeToK, CKannMBarLWmuxcsa nocfe pacnaga KrneTok
opraHuama. K rpynne nenkouMTOB OTHOCATCS rpaHynouuTbI
(60-70%), numdoumntbl (20-30%) 1 MoHOuMTbI (2-6% OT BCex
nerkounToB B KpoBMW). B OCHOBHOM nenkouuTbl 06pasyroTcs B
KOCTHOM Mo3re. OTOT NpoLecC Ha3biBaeTCs NENKONO330M.

cobupartenbHbI TEPMUH, KOTOPLIN 0D003HA4YaeT COBOKYMHOCTb
numdaTmyecknx cocyaos, CTBOMNOB, Y3NOB, TKaHEN (NMMMAOLNTBI
B COEOVHUTENbHbBIX TKaHSAX, CIIM3NCTbIX 0bonoYkax, xernesax) un
numdonaHble opraHbl (ceneséHka, MUHAANUHbI, KOCTHbIA MOST,
BUIOYKOBAS Xxenesa).
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OcTpble MuenounaHele nevikosbl (OMIT): kpaTkas nHdopmaums (AML)

numcaTtmyeckme ysnbl

numdount

nombanbHas NyHKUMs

MarHMTHO-pe3oHaHCHas

MO3roBble 000M104KN

MOJ'IEKyﬂFIpHO-I'GHGTVIHECKVIVI

MOMEKYNAPHbIN

MOHOLUT

HebonbLuMe opraHbl OKPYITIONn U OBanbHOM (OOPMbI, KOTOpPbIE
OTHOCATCHA K UMMYHHOW cucteme opraHuama. OHW HaxogdaTcs B
pasHbIX YacTax Tena v pabotaloT punsTpoM Ans XWMAKOCTU B
TKaHsX (Mumdbl) B onpeaenéHHon YacTn opraHuama. B Hux xmeyT
KNeTkn UMMYHHOW CUCTEMBI.

nogarpynna 6enbix KpoOBsHbIX Teney  (newkouutoB). WX
NPON3BOAMUT KOCTHbIA MO3T, HO A03PEBAOT OHM A0 MOSTHOLEHHbIX
KNETOK B NuMaTnyeckmx TkaHsx (Hanpumep, B nuMmdaTnyeckmx
y3nax, CeneséHke, BWIOYKOBOM xenese). [lpoHukas no
nuMmdaTMyeckuMm pycnam B KpOBb, OHM (Tak Ha3blBaeMble
B-numdountbl n  T-numdountbl) OTBEYAKOT 32 UMMYHUTET
opraHusma v, B 0COBEHHOCTH, 33 aHTUBUPYCHYIO 3aLLMITY.

MPOKON B MO3BOHOYHOM KaHare B HWXKHEW 4acTW ChnuHbl ANns
B3STUS CMMHHOMOS3TOBOW XWAKOCTW (NMKBOPA), Hanpumep, Ans
UCCnenoBaHns, ecTb N B HeEW OnyxoneBble KNeTku, Ans
BBOAA NeKapCTB HEMOCPEACTBEHHO B CMMHHOMO3TOBOW KaHarn
(MHTpaTekanbHoe feYeHne) Unu oNsS CHUKEHNS AaBreHusI.

MarHMTHO-pe3oHaHCHaA TOMOFpa(bI/Iﬂ - MeToa AMarHOCTUKM no
cHMMKam. O4YeHb TOYHbIN METoA UCCreLOoBaHNs OIS nony4yeHua
|/|306pa>|<eH|/|;| BHYTPEHHUX TKaHen un opraHoB, B KOTOpOM
He WCNnonb3yeTca usnyvyeHue. C nomoLbio MarHUTHbLIX Monewn
CKaHUPYKT TENO. I'IonyquHble CHUMKWM O4eHb XOpOoLUOo nomorarT
OLEHUTb COCTOAHME OpraHoB M npousowlealine B HUX USBMEHEHUA.

CINON COeOUHUTENbHBIX TKaHeW, KOTOopble TOKPbLIBAT MO3r
n 3awmwarT ero. Ceepxy K Tpém o060noykam rofnoBHOMO
Mo3ra npuMbIKaloT KOCTU 4Yepena. CnNMHHOW MO3r MOKpbIBaeT
obornoyka CMUHHOMO MO3ra, Takke COCTOALLAA M3 TPEX CIOEeB.
OHa oxBaTblBaeT ocTanbHble 06MacTu LUeHTpanbHOW HepBHOMW
CUCTEMBI.

T.e. CTPYyKTypa, BO3HWKHOBEHWE, pasBuTUe, QYHKUUMN ¢
B3aMMOAENCTBME KIETOK W 3rEMEHTOB KMETOK (Hanpumep,
HYKMEeUHOBBbIX KUCMOT, NPOTEMHOB) paccMaTpuBaeTcs Ha
MONEKYNAPHOM  YpOBHE. AHanusmpyeTcs HacnencTBeHHasi
nHcopmaums B HyknenHoBbix kncnotax (QHK n PHK); a Takxke,
KaKk 3Ta HacrnegcTBeHHas WHdopmauns obpabaTbiBaeTca B
npouecce cuHTesa 6ernka v perynsaumm reHHOM akTMBHOCTM.

T.€. CBSI3aHHbIMA C MOMeKynamu.

nogarpynna Genbix KNeTok kpoBu (nerkouuToB). [locne
CO3peBaHNs B KOCTHOM MO3re LIMPKYNUPYHT B KpoBu 1-2 OHS
W BBIMOMHAT TaM 3alUUTHY YHKUMIO. 3aTemM OHWM yXOoasT B
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MyTaums

Hapy>XHbI OCMOTP

HenpocmbpomaTos

OcTpble MuenounaHele nevikosbl (OMIT): kpaTkas nHdopmaums (AML)

TKaHW; 1 TaM pacTyT M NpeBpaLlalTcs B opraHocneundguyHbie
MU TKaHecneuuduyHble Makpodarn (cparountbl, Oonbline
LNoXnparowme* KrneTkm).

N3MEHeHune reHeTU4eCcKoro/HacneaCcTBEHHOrO mMaTepuana.
MoxeT Bo3HMKaTb 6e3 BUAMMbIX BHELLIHUX MPUYMH (CMOHTaHHas
MyTauusi), UM nog BO3AEWCTBMEM BHELLUHUX MPUYUH, TMaBHbLIM
obpasoM nog BO3OENCTBMEM MYyTareHoB (MHOYyLUpOBaHHasA
mMyTauus). Ecnum  myTauma BO3HMKaAET B knetkax Tena
(comaTtuyeckux Kknetkax), roBOPSAT O COMAaTUYECKOW MyTauuu.
A ecnun wMyTauus BO3HMKAeT B MOMOBbIX KNeTkax, eé
Ha3bIBalOT reHepaTMBHOWM MyTaumen. Comartudeckue myTaumm
He HacnegywTcs, B TO BPEMSA KaK reHepaTvBHble MyTauum
MOryT nMoBfeyYb 3a COOOM HapylweHuss B HOCUTENE TeHa,
nepegaroLwmecs no HacneacTesy. B 3aBucnmocTn ot maclutaba
NpomM3oLealnx W3MEHEHUA (CKOMbKO TEHOB 3aTPOHYTO —
OOVH WM HECKONbKO, KakoW pasmMep W3MEHEHHOrO YyyacTka
XPOMOCOMbI, Ui XpOMOCOMa M3MEHEHA MOSTHOCTLI0) pasnuyatoT
TOYEYHbIEe MyTauum u OnouvHble MyTauum, TaKkke ToBOPAT O
KONMMYECTBEHHbIX N CTPYKTYPHBLIX XPOMOCOMHbIX abeppauusix.

3TO BaKHbI 3MEMEeHT AMarHoCTUYECKOro uccriegoBaHus. Bpau
npocnywvBaeT oOnpeaenéHHble opraHbl W OLWynbiBaeT WX
(nanbnauusi), NpoBepsieT onpeaenéHHble pedunekchbl, YToObI
OLEeHWUTb BWAO 3aboneBaHUss UMM MOMyYMTb MOKa3aHus, Kak
3aboneBaHune NpoTeKaer.

39TO HacnegcTBeHHoe 3aboneBaHue, KOTOpoe MpPUMBOAMT K
ONyxonsiM HepBHbIX obonoyek, obonovek Mo3ra, HepBHOW
TKkaHu. HenpogunbpomaTos BCTpeyaeTcs B ABYX Pa3HbIX hopmax
(nx pasnuyaloT No  MOMEKYNSPHO-reHETUYECKOMK aHanmnsy
W MO KIAMHWYECKMM nposiBreHusm). [lpnunHamm 6GonesHu
ABNAIOTCA pasHble reHeTU4eckMe paccTporcTBa/gedekThbl.
Kaxablh HenpaBuSibHbIN TEH BbI3blIBA€T COOTBETCTBYHOLLYIO
dopmy GonesHn. 1) Helipocmbpomatos | Tuna, Takke
M3BECTHLIN Kak Oone3Hb PeknuHrxayseHa, pasBuMBaeTCsl Ha
HepBax nepudepuyeckoo HEPBHOM cUCTEMbl. Y BOMNbHbLIX Ha
KOXe MOSIBMSATCS POAMHKM B Buae MNsTeH ,kode C MOroKom“.
Takke y HUX BCTPeEYalOTCA pasHble Onyxonu, Hanpumep,
HenpopmOpomMbl, ONMTUYECKME [MMOMbI (OMyXONu B panoHe
rnasHoro Hepsa), y3enku Jlnuwa (onyxonu pagyXHon o6onouku
rnasa), acTpouuMTOMbl (OMyXONW TOfIOBHOMO MO3ra M CMUHHOMO
Mo3sra) u deoxpomountombl. 2) Hewnpodmbpomartos Il Tuna,
Takke W3BECTHbI MO HasBaHMEM [BYCTOPOHHErO CITyXOBOIO
HeripodmbpomaTtosa, BO3LENCTBYET Ha LEHTPAnbHYI HEPBHYHO
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OcTpble MuenounaHele nevikosbl (OMIT): kpaTkas nHdopmaums (AML)

HenTponeHus

obnyyeHne

nepesnvBaHve KpoBu

NporHos

NporHocTnyeckme akTopbl

NYHKUNA KOCTHOIoO Mo3ra

pagvauus

paHgoMu3aumns

cuctemy. [IBYCTOPOHHAS akycTMyeckas HeBpMHOMAa (OMyxorb
CNyXOBOr0 HepBa) MOXeT MpuMBOAUTL K MOTepe crnyxa, K
OHEMEHMI0 B o0OmactM nuua, K OTKIOHEHMSIM YMCTBEHHOIo
pa3sutusa. Helpodunbpomatos — 3aboneeBaHve wu3 rpynnbl
¢hakomaTo30B.

B KpoBWM CHWXEH YypOBEHb HENTPOMUNOB (HEUTPOMUITBHBLIX
NEeNKoLUTOB). N3-3a 3TOro OpraHn3am CTaHOBMUTCSH
BOCMPUNMYMBBIM K pa3HbIM BakTepuam. Tspkénon dopmon
HeNTpONeHnn SBNSAeTCs arpaHynoumtos (T.e. Korga B KpOBM
NPakTUYeCKN HET rPaHynoLuToB).

KOHTpOnnpyemoe npuMeHeHmne NoHn3npyruwlero nsnyyeHna gna
neYeHns 3roKkavyecTBeHHbIX 3aboneBaHni

BBeAeHWe  OONbHOMY  UEnbHOW  KpOBM  goHOpa  wunu
€€ KOMMOHEHTOB (Hampumep, 3IPUTPOLUTAPHOW  MaccChl,
TpoMOOLMTapHOWN Macchl).

oXngaemoe TeyeHne GonesHu, npeackasaHue BEpPOATHOCTU eé
n3neYyeHus/LaHchl Ha BbI34OPOBIEHNE.

(hakTopbl, MO KOTOPbIM MOXHO NMPUMEPHO OLEHWUTbL AaNbHENLNiA
xopa 6onesHu

9TO Takas npouenypa, korga obpasel, TkaHW KOCTHOrO Mo3ra
OepyT Ans nccnegosaHvs U CMOTPAT, €CTb NI TaM OMyxoreBble
knetku. MNMyHKums (T.e. NpoKon) AenaeTtcsa cneumanbHOW TOHKOW
nonown wurnow. >XMAKWIA KOCTHbIM MO3r HabupaeTcs B LUNPUTL
nmbo u3 KOCTU Ta3a (Bpayu roBOpsAT O MOAB3AOLLHOW KOCTW),
nmbo M3 TrpygHOM KOCTM (Bpaym FOBOPST O rpyauHe). Hdetam
bonee crapllero Bo3pacTta nepeq NyHKUMEN AenatT MECTHYIo
aHecTe3no, TO ecTb 00e3bonmBaloT TO MecTo, oTkyda OyayT
OpaTb KOCTHbIA MO3r; WHOr4a [OOMOMHUTENbHO AaloT NErkun
yCMOKOWTENbHbBIN Npenapar (Bpayu roBOpAT B 3TOM criyyae o
cepaumn). etsm mnagLwlero Bo3pacta B HEKOTOPbIX CUTYyaLMsIX
MOXeET NoTPeboBaTbCs KPaTKOBPEMEHHbIN HAPKO3.

n3nyyeHune, KOTOpOE BO3HMKAET B pe3ynbraTte pacnaga (saepHoro
pacnaga) paguoakTuBHbIX cybcTaHuun. Cm. "pagmoakTuBHOE
nanyyenHue"

370 (CTAaTUCTUYECKMIN) MpPOLIECC Cry4arHOro pacnpeaeneHus
NauUMEHTOB B 3KCMEPUMEHTANTbHYIO U B KOHTPOIbHYO rpynny B
nccnegoBaTenbCkoOM MPOTOKoNe rnedveHus. bnarogapsi Takomy
NPOW3BOSILHOMY pacnpeaeneHnto NaunueHToB B rPynibl NevYeHnst
cneumanucTbl  CTPEMATCHA  UCKMIOYUTb CUCTEMHbIE  OLLMOKK
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OcTpble MuenounaHele nevikosbl (OMIT): kpaTkas nHdopmaums (AML)

pemMmuccuna

PEHTIeH

PEHTTEHOBCKOE U3NyYeHne

CBEpTbIBaHME KPOBU

CUMIMTOM

cnHapom bnyma

cnHgpom ayHa

CMHOPOM nMn3nca onyxonu

Ona nocnefywuwlero aHanmsa uccnegoBaTesibCKMX MPOTOKOSoB
nevyeHuns.

BpeMeHHoe ocnabneHune nnu ncHesHoBeHne cUMnToMoB 6onesHu
(3nokayecTBeHHOro 3aboneBaHus), HO elWeE He MOosIHoe
BbI3OPOBMEHNe.

MEeTo4 OWarHoCTUKM MO CHMMKam, B KOTOPOM WCMOMb3YHTCS
PEHTFEHOBCKME Ny4m s Nony4yeHms n3odpaxeHnn opraHoB Unm
onpeaenéHHbIX YacTen opraHoB.

paguoakTUBHOE W3nyvyeHue, Goratoe 3Hepruein, ¢ MOMOLLbIO
KOTOPOro MOXHO MpocmaTpuBaTb TBEPAble NPeaMEThI U KUBble
opraHusmbl. NpoceBeurBas onpefenéHHble y4acTku Tena, Ny4uu
B 3aBMCUMOCTM OT TKaHW C pPasfMYyHOM YyBCTBUTENbHOCTHIO
NMPOeuMpyoTCs Ha crneumnansHyo NAéHKy U JaloT AByXMepHoe
n3obpaxeHue.

rnoatanHoe npeBpaLleHne XWAKOW KpoBM B Cryctok. [pouecc
CBEpPTbIBaHWS 3aBMCMT OT ©GanaHca/paBHOBECMS  pasHbIX
akTopoB (dhakTopbl CBEPTbIBAHWSA KpPOBM, TpombouuTapHble
haKkTopbl CBEPTLIBAHMS).

npu3sHak 6onesHn, kak bonesHb NPosiBNseTCs

9TO pegkoe HacneacTBeHHoe 3aboneBaHve. XapaKTepHbiM
ABNATCS HapyLLeHUs pocTa YerioBeka, NoBbllLeHHas CBETOBas
YyBCTBUTENbHOCTb [Ma3, npobnembl C  EPTUNLHOCTbIO,
MOBbILEHHAsA YSA3BMMOCTb K MHMEKUMSAM W MOBbILLEHHAs
npeapacnonoXeHHOCTb K paky (Nenkosbl U CONUAHLIE ONyXonu).
Y nauueHToB C 3TUM CUHAPOMOM YXe B NepBble ABa roaa >X1sHu
NosIBNATCS pa3Hble ONyXomnu, KOTopble peako ObiBatoT y Apyrux
nogen. NMoatomy cuHapom briyma oTHOCUTCS K HacneaCcTBEHHbIM
OMNyXoneBbIM CUHAPOMaM.

BpOXaEHHOe 3abonesBaHue. OHO NpPOSABNSAETCS B HapyLleHWUW
pasBuUTUS OpraHoB U TKaHeW, B YMCTBEHHOW OTCTarocTu, Mo-
pasHOMY BblpaXXEHHOW Y pasHbIX flogen, B OTCTaBaHUM pocta u B
HenpaBuITbHOM Pa3BUTUKM BHELUHMX aHHbIX Ha nvue. Y geten ¢
cvHgpomom [JayHa puck 3aboneTb pakom, 0COBeHHO nervikemmen,
Bblle, YeM y apyrux geten. CuHgpom [dayHa BOHUKaeT n3-3a
N3MeHeHUs B XPOMOCOMHOM Habope: B KaXX4on KneTke Yenoseka
B 21-011 Nape XpOMOCOM MMEETCH TPU XPOMOCOMbl BMECTO OBYX.

3TO M3MeHeHMe B OOMeHe BellecTB, KOTOpOe HacTynaert
u3-3a paspyleHus 60mnbLIoro KonMyectsa 3/10KaYeCTBEHHbIX
(pakoBbIX) KNETOK nocrie Kypca xvMmuoTepanuu. YeBenuumeaercs

cTpaHuua 25



OcTpble MuenounaHele nevikosbl (OMIT): kpaTkas nHdopmaums (AML)

conpoBsoguTernbHaa Tepanua

CIMMHHOWN MO3r

CTBOJ10BbI€ KIETKN

TUPO3NHKNHa3a

TpaHcnnaHTaumna
CTBOJ10BbIX KITETOK

KOHLUEHTpaumMs MOYeBOW KWUCROThbl, Kanus, docdopa, B
CbIBOPOTKE KPOBU CHUXKAETCH YPOBEHb KanbLns — B pesynbrare
HapyLwaeTcsa paboTta noyek.

3TO JOMNOMHUTENbHOE nevYeHne ang npodunakTukn, obnerdyeHus
UNM ycTpaHeHWs NoBOoYHbIX 3¢eKTOB/OCNOXHEHUI, KOTOpOe
npoBOaUTCA B [OMOMHEHME K OCHOBHOW Tepanuu. Ero uenb —
YRyyLlWnTb ,Ka4eCTBO XN3HN" NaLNEHTOB.

YyacTb LEHTpanbHOW HepBHOW cucTeMbl. C €ro noMoLlblo
NPOUCXOAUT CBA3b MEXJY MO3roM 1 ApYrumMu opraHamu. CnnHHoM
MO3r 3aLmLLEH Tpemsi 060no4KaMm U HaxoaUTCS B KOCTHOW YacTu
NMO3BOHOYHOrO KaHana.

Hespenble (HeguddepeHUNpOBaHHbIE) KINETKW, CMOCOOHbIE
K HeorpaHuyeHHomy pgenenuto. [lpu geneHun opgHa wu3
OOYEepPHUX KIeTOK OCTaéTcs CTBOMIOBOW, a BTopas crnocobHa
co3peBatb (OuddepeHumpoBatbes). CTBONOBbIE  KINETKU
ABMAIOTCSA  WUCXOAHbIM  MaTepuanom Ans  3MOpuoHanbHOro
pasBMTUS OPraHOB, a Takke BCEX TKaHEN B3POCIIOro YerioBeka,
CMOCOBHBLIX pereHepupoBaTbCst (HanNpuUMep, KoXxa, CIU3UCTbIE,
KPOBETBOPHbIE KINETKM KOCTHOro Mosra). B 3aBucumoctn ot
cneumduKn TKaHU OHWM CO3PEBAIOT B KIETKM HYXXHOrO TMNa.

3TO 9H3UMbl (hbepMeHTbl) M3 Krnacca MpOTEUNHKMHa3bl. OHu
OTBEYalOT 3a [OCTaBKy CUrHarioB BHYTPU KIETKM U BaXHbI
BO Bpemsi 3MOPVMOHArnbHOrO pa3BUTUS OpraHusma, a Takke BO
BpEeMs BOCCTaAHOBMEHUS (pereHepaummn) u nogaepkaHns TkaHemn
B paboyem cocTtosHun. Ecnu nx paboTta HapyLueHa, To 3TO MOXeT
OblTb OOHOM W3 MPUYMH, U3-3a KOTOPOW B TOM 4YWCIE MOXET
BO3HMKaTb paK. 3agaya TMPO3UHKMHA3bl COCTOMT B TOM, YTOObI Ha
XMMUYECKOM YPOBHE MnepeHocuTb docdaTbl Ha aMUHOKUCIOTbI
Tupo3nHa gpyroro 6enka. Takum obpaszom okasbliBaeTcs 6onbluoe
BMMSIHWE Ha paboTy BHYTPUKNETOYHOroO Benka.

nepecagka CTBOMOBbLIX  KMETOK KPOBM  Mocre  3Ttana
NoAroTOBUTENBHOW  XMMMOTEpanuu, Jy4YeBOW Tepanun wnu
UMMYHHOCynpeccum (T.€. NoAAaBMEeHN UMMYHUTETA) Y NauMeHTa.
CTtBONOBbIE KNETKM MOMy4alT U3 KOCTHOMO MO3ra Win KpOBMW.
B nepBom cnyyae npouegypa HasblBaeTCA TpaHCnnaHTaumen
(nepecagkon) CTBONOBLIX KMETOK KOCTHOTO MoO3ra, a BO
BTOPOM — TpaHCnnaHTauuen (nepecagkon) CTBOMOBLIX KNETOK
nepudepunyeckon Kposu. B 3aBnucrMocTn oT Toro, KTo sBnsieTcs
AOHOPOM, TpaHcnnaHTaums 6biBaeT ABYX BUOOB — annoreHHas u
ayTonornyHas.
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TpombouunT

ynbTpasBykoBoe

XnuMmumortepanud

XPOMOCOMHbIE

LUNTOreHETUYECKNI

LLMTOMOPONOrn4eckui

LUUTOCTaTUK

LHC

anekTpokapguorpamma

anekTposHLUedanorpaMma

KINETKN KPOBW, KOTOpPble OTBEYaloT 3a €€ cBEpTbiBaHue. [lpu
pPaHEHUN CTEHKN KPOBEHOCHLIX COCYAOB AENatTCs C UX MOMOLLbIO
HeNpPOHMULIaEMbIMUN 1 KPOBOTEYEHME NpeKpaLLaeTcs.

uccnegosaHve. Meton AMarHOCTMKM NO CHUMKaM, MpU KOTOPOM
3BYKOBblE BOIHblI MPOHMKAOT B OpraHu3aM u4epe3 koxy. Ha
rpaHvle TKaHel W OopraHoB OHW OTpaxarTcs, WHdopmauus
obpabaTbiBaeTCst KOMMNBIOTEPOM U NEPEBOANTCS B M30OpaXeHue.

B [JaHHOM  KOHTEKCTe: WCMONb30BaHWe  MeOuKaMeHTOB
(xvmuonpenapatbl, UUTOCTATUKWM), KOTOPble Ccrneumduyeckm
NpPenaTCTBYIOT POCTY ONYyXONEeBbIX KIETOK B OPraHn3me.

T.e. CBA3aHHblE C XpOMOCOMamMu. XpOMOCOMa - HOCUTENb
HacneacTBEHHOIO mMatepuana, T.e. reHeTU4eckon Hdopmaumm
KneTkn. XpoOMOCOMbI SIBMSIKOTCA YacTblo siapa KreTku, KoTopble
COCTOST Mpexae BCero u3 Ae30KCMpUOOHYKNEUHOBOW KUCMNOTbI
(OHK) n GenkoB (Tak HasbiBaemble TMCTOHbI). MIX CTpoeHue un
KONMMYeCTBO 3aBUCAT OT creuudurkn BMAA XKMBOTO OpraHm3ma.
OpraHnam venoBeka coaepXnTt 46 xpomocom (23 napsbl).

T.€. CBA3aH C KONMN4eCTBOM N CO CTPOEHNEM XPOMOCOM, KOTOpPbIe
coaepxartca B KNeTo4HOM Afpe.

T.e. CBA3aH C DOPMOM U CTPOEHWEM KIMETOK, KOTOpbIE U3y4atoT
nos MuKpockonom. Liutomopdponorusi 3aHMmaeTcsi usyvyeHmem
CTPYKTYpPbI U hOPMbI KINETOK.

npenapaTt, KOTOPbIN 3agepXuBaeT pPoOCT KneTtok. Moxet
YHUYTOXaTb abCOMOTHO pasHble KNETKW, B OCODEHHOCTU Te,
KOTOpble BbICTPO AendATCcs, BNMAs Ha nx obMeH BeLecTB; MOXET
NPensiITCTBOBAaTb POCTY KMNETOK, UMW 3HAYMTENBHO €ro 3aMensierT.

COKpallleHne TepMuHa "UeHTpanbHas HepBHas cuctema":
COCTOUT W3 TOMOBHOMO WM CMMHHOMO MoO3ra, 3a MX npegenamwu
pacnonaraetcsa nepudgpepudeckas HepBHast cuctema. Kak
LEeHTpanbHbIA OpraH, BbIMOMHSAWWA QYHKLUMN  MHTErpaumm,
KOOpAUHALMKN 1N perynnpoBaHus, LLeHTpanbHas HepBHasi cuctema
obecne4vmBaeT 06paboTky BHeLUHEN NHGOPMaLMM Yepes OpraHbl
YYBCTB, @ TaKkKe BHYTPEHHeN WHdOpMaUMM O pasgpakeHuu
(BO3GY>X4EeHUN), KOTOpasi NOCTYMaeT U3 opraHM3mMa.

MeTod ANAarHOCTUKU SNeKTpuyYeCKnx nMmnynbcoB cepgua.

rpacdudeckoe  n3obpaxkeHMe  BNEeKTPUYECKON  aKTUBHOCTMU
rOMOBHOMO  MO3ra, 3anMcCb  MPOBOAWUTCA  BO  BpeMsi
anekTpoaHLedanorpadun.
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apuTpoLmT

9XOoKapaunorpamma
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KpacHble KpoBsiHble Tenbla; Haubonee pacnpoCTpaHEHHbIE
KneTkn B kpoBu. OHM 06pasytoTcs B KOCTHOM MO3re (3TOT npoLiecc
Has3bIBaeTCs 3PUTPOMNO33) M MEPEHOCHAT KMCropog Mo BCemy
opraHusmy. 3a yaepxvBaHue 1 nepeHoc Kncnopopa (oT NErkux K
TKaHsIM) OTBEYAET MUIMEHT BHYTPW apuTpouuTa (remornobuH). Y
CO3pEBLLEro 3pUTpoLUTa HET Sapa.

MEeTOL [MarHoCTWKM [Ans u3dydeHuss paboTel cepaua, T.e.
pacronoXeHUs CepheYHbIX KranaHoB, TOMWMHY CepaeYHon
MbILLLbI, TAPaMETPOB ,BbITAINIKMBAaEMOIO" MOTOKA KPOBW, U T.4.
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