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KJIWHUYECKHA ONBIT BEJEHUA MAIIMEHTA C TPAH3UTOPHBIM
AHOMAJBHBIM MHEJIOIIO330M VY JIETEA C CHHAPOMOM JIAVHA
CLINICAL EXPERIENCE IN MANAGING A PATIENT WITH TRANSIENT
ANOMALOUS MYELOPOIESIS IN CHILDREN WITH DOWN SYNDROME

AHHOTAUMS: PACCMATPUBAECTCS TPAH3UTOPHBIA AHOMAJIBHBIM MHUEIONO033 KaK KIOHAJIBHOE
MuenonponudepatuBHoe 3abosieBaHue, cBs3aHHoe ¢ cuHapoMmoM JlayHa. IlpeacraBmen Habop
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Hay4YHOU JIUTEpaTyphl. B KauecTBe KIMHUYECKOTO CiIy4asl BBICTYIAeT NAlMEHT ¢ CUHAPOMOM JlayHa
C TPAaH3UTOPHBIM AHOMAJIbHBIM MHUCIIOIIO330M. B cratee OTOGp&I)KGH OIIBbIT Bpaqeﬁ B JUArHOCTUKE U
JICUCHMH 3TOr'o pE€aKoro 3a00JIeBaHusI.

Abstract: Transient abnormal myelopoiesis is considered as a clonal myeloproliferative
disease associated with Down syndrome. A set of scientific literature is presented. A patient with
Down syndrome with transient abnormal myelopoiesis is presented as a clinical case. The article
reflects the experience of doctors in the diagnosis and treatment of this rare disease.

KiroueBble cjioBa: TpaH3UTOPHBIM aHOMAJbHBIM Muenono’3, TAM, cunapom JlayHna,
TpucoMus 21 XpoMOCOMBI, OJIaCTBI.

Keywords: transient abnormal myelopoiesis, TAM, Down syndrome, trisomy 21, blasts.

TpausuropHbiii  aHoManbHbli  Muesonod3 (TAM) [knaccudukammss OMJL, BO3 2008] -
KJIOHAJIbHOE MHENONposudepaTuBHoe 3a0oreBanue, cszannoe ¢ cuuapomom [layna (CII), kotopoe y
OOJIBIIMHCTBA JIETEH CaMOCTOSATENIBLHO pa3periaetcst 0e3 JeueHust uepe3 3-6 MecsIeB nocie poxiaeHus [3].

Opnnaxo B 20-30% cimy4aeB B TeueHue 3-4 jieT NpoucxoauT TpaHchopMmalys B OCTPBINA JICHKO3
(OJI), npermMyIIeCTBEHHO, OCTPBIN MerakaproOmacTHbii Jieliko3 (OMIJI, M7), yemy cnocoOCTByeT
MOSIBJICHHE JTOTIOJIHUTEIbHBIX COMATHYECKMX MYyTalMii B MOCTHaTaibHOM mepuoze [S]. Ilpu stom
cueHapuil pazButd TAM BO MHOrOM 3aBUCHUT OT TE€CTALMOHHOIO BO3pAacTa, MCXOJHOIO YpPOBHS
neiikormToB (MeHee wim Oosmee 100 ThIC.), aKTMBHOCTH IEYCHOYHBIX ()EPMEHTOB U YPOBHSI
ounupyounemun [7]. OnHaKo, B OTACNBHBIX TSDKENBIX ciaydasx, TAM moxer npotekats kak OJI, ¢
uHOUIbTpallMell TKaHeW, TMpUBOAS K CMEPTU MalMeHTa BCIEACTBUE TSDKEJIOM OpraHHOM
HEI0CTaTOYHOCTH.

OaHuM W3 XapaKTepHBIX TPO3HBIX OCIOXKHEHHM TEeYeHHsI JTaHHOTO 3a00JIeBaHUS SBIISETCS
pazButue UGQGY3HOTO HHTPATOOYISPHOTO MEYCHOYHOTo (ubOpo3a, MPHUBOIAIIETO K CMEPTH
MalUeHTa BCIEACTBHE TKEIONW MEYEHOYHOM HeIOCTaTOYHOCTH. OTBETCTBEHHBIMH 3a JIaHHBIE
M3MEHEHHS B MEYCHM SIBISAIOTCS TpoMOouuTapHbid (axtop pocta PDGF u tpanchopmupyrommii
daktop pocra TGF-bl, crumynupyronme mnedeHounbie ¢GuOpodmacTel [6]. DPubOPo3 MoKeT
3aTparuBaTth M APyTrUe MAapEeHXMMATO3HBbIE OPTaHbl: JETKHE, MOYKH, MOJKEIYyAOYHYIO Kele3y, B
KOTOPBIX OTMeUaeTcs BbICOKast akcnpeccus perentopoB kK TGF-bl u PDGF.

Takum oOpazom, HecMOTpss Ha TOT (akT, 4ro Onactel mpu TAM HMEIOT MapKepsbl
MerakapuoOactuaeckoro psga CD41 u CD 42b u mo mosnekyasspHoMy TPO(HITIO HE OTIIMYAIOTCS OT
omacroB mpu OMIJI M7 (Onactbl, TMpH KOTOPBIX MPOAYLUPYIOTCS POCTOBBIE (AKTOPHI,
cTuMynHpytone Tpanchopmaiuio ¢udpoodmactoB B KM, npuBoas k muenodpudposy), npu TAM
MuenopulOpo3 KpailHe peaKoe siBIEHHE, TOTrJa Kak MeYeHOYHbIH (uOpo3 BecbMa XapakTepeH U
BCTpeuaeTcs mpuMepHo B 20% cityyaes [4].

Kpome Toro, B 3kcriepuMeHTax ObLIO MOKa3aHo, yTo Onactel mpu TAM (HecMOTpsi Ha HX
OTIYXOJIEBYIO TIPUPOJIY) MOTYT in vitro nuddepeHIIupoBaThCs 10 3pEIbIX KIETOK Pa3TUIHBIX JIMHHM,
B TOM YHCJI€ — METaKapUOIUTOB, YTO COBEPLICHHO HeoObraHO 1t OMUJI [4].

B nacrosiniee BpeMsi MpU3HAHHOM cuMTaeTcsi BHyTpUyTpoOHas Teopus pazButus TAM c
(dhopMUpOBaHHEM MYTAaHTHOTO KJOHa B (peTajmpbHOU meueHU. [ enaTomuThl U CTpOMAaIbHbIE KIETKU
MEeYeHH MPOAYLUPYIOT OOJIbIIOE KOJUYECTBO PA3IUYHBIX POCTOBBIX (DAKTOPOB remMoriodsa, cpeau
KOTOPBIX 0COOYI0 pOJb OTBOAST TPOMOOINOATHHY, KOTOPBIA CO3[aeT YHUKAJIbHYIO cpeny [uis
pa3BuUTHs omyxoJyieBod mnomyssinuu. OJHUM U3 J10Ka3aTelabCTB JAHHOM TEOpUH sBIsSeTcs (akT
HaXOXXJeHHUs 0JacTOB B OoJiee BHICOKOM IPOIEHTE B epupeprudecKoil KpOBH, 10 CPABHEHUIO C HX
ypoBHeM B KocTHOM Mo3re (KM). JlanHas aucmponopiiyst CoBepineHHo He xapaktepHa st OJI, nmpu
KoTopoM nopakenue B KM sBiIsieTcs IepBUYHBIM.

Kpome Ttoro, B pazsutum TAM cCyliecTBeHHas poOJib OTBOJUTCS BHYTPHUYTPOOHOMY
NOSIBJIEHUIO comaTuueckod Mmyrtanuu reHa GATAIL, pacnonokeHHOro Ha X-XpoMOCOME H
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KOAMPYIOLIETO OJJHOMMEHHBIN (haKkTOp TPAHCKPUIILUHI, HEOOXOIUMBIH IJI1 HOPMAJIBHOTO PUTPO- U
Merakapuomnod3a. Pe3ynbpraroMm MyTanuu sSBIsieTCsS 00pa30BaHUE KOPOTKOU M30(OpPMBI 3TOTO Oeka
GATAIs.

Jannass myTamusi Oblia HaijeHa uckimrouuTelbHO Tpu CJl-acCOMMPOBAHHBIX CIydasx
pazButist OMI'JI unu TAM B 85% u B 90% cOOTBETCTBEHHO [5], YTO, HECOMHEHHO, YKa3bIBacT Ha
MaTOreHEeTUYECKYI0 CBA3b TAM ¢ maHHO# MyTanueu u ¢ Tpucomuei 21 XxpoMocoMBI.

OmnwucanHbIe B TUTEpAType peIKue cirydan pa3Butus TAM y nanueHToB 0e3 peHOTUITNIeCKUX
npusHakoB CJ[ ¢ MozamyHod Tpucomued 21 XpoMOCOMBI TOATBEPKAAIOT CBSI3b JAHHOU
TeHETHYECKOM aHOMAJIMK C TPAH3UTOPHBIM JICHKO30M [4].

B skcnepumeHnTax ObLIO MOKa3aHO, YTO 3MOpPHOHAJIbHBIE METAaKapUOLUTHI U30MpaTeIbHO
gyBcTBUTENbHBl K GATALls, oTBedass u30bITOuHON mposmdepanueii B ¢eranbHOi nedeHu. Bee
MyTallMK B MerakapuonutapHoM poctke npu CJI-3aboneBaHusIX SBISIIOTCS pe3yIbTaTOM HEJOCTAaTKa
nonHoU opmbel GATA1 npu coxpanstomiericss GATA s, koTopasi MeHee aKTUBHO BO3/ICHCTBYET Ha
nuddepeHIIMPOBKY MErakapuo0IacToB, YBEIHYMBas COAEpkKaHHE He3penblXx (GopM KIETOK B
HEOHaTaJIbHOM Tiepuoe [4].

Beigenstor Heckonbko THNOTE3 cnoHTaHHOW pemuccun TAM. Ilpu nepexome ot
MIEYEHOYHOI0 FeMOII033a K KOCTHOMO3roBoMy OacTel mpu TAM TepsitoT He0OX0JUMOe 1S UX pOCTa
MUKpOOKpy:xeHue. Kpome toro, cuutaercs, uro B KM ecTh HeusBecTHbIE Ha cerofHs (pakTopsl,
CHIIEP)KMBAIOLIME POCT OJACTHBIX KIETOK (BHemHss Teopus). C TOYKHM K€ 3peHHs JAPYroi, T.H.
BHYTpPEHHEH TEOpHH, MOTECHIIMAIbHAS BO3MOXKHOCTh OsacToB nmpu TAM nuddepeHmupoBarses 10
3peJIbIX KJIETOK MOXKET CIIOCOOCTBOBATH PEMHCCHUH.

Taxum obpazom, TMII paccmarpuBaeTcst Ha cerofHs kak ocoObiii BapuanT OJI deranbHOrO
MPOHMCXOXKJCHUSI C CaMOOTPAaHWYMBAIOIIMMCS POCTOM WIIM Kak Tpeneiko3 (ykasplBas Ha €ro
KJIOHAJIBHYIO MIPUPOJLY) C BOBMOXKHOCTBIO B OOJIBIIMHCTBE CIIy4aeB K CIOHTAHHOM perpeccuu [6].

Kinnunveckuii cay4yai

Manpunk [.K.A. 2020 roga poxxaeHus

B Bo3pacte 5 mHeil ObL1 gocTaBieH B oTaeneHue matoioruu HoBopoxaeHHbIX OJIKB ¢
HEOHATAILHOU KenTyxol, HeyrtouneHHod (P59.9). B xome oOciemoBaHuss ObUIM BBISBICHBI
MHOKECTBEHHBIE CTHUTMBI SMOpHOreHe3a: MUHAIJIEBHIHBIA pa3pe3 TIJa3, JyHOOOpa3HOe JIUIO,
UIMPOKUHN SI3bIK, KOPOTKHE Malibllbl HA pyKaX U Horax. ['eHeTHKOM ObUI BBICTABJIEH MArHo3 —
¢denorun cunapoma Jlayna. ['emaronoroMm ObUT BBICTABIIEH IHWArHO3 TPAH3UTOPHBIA aHOMATbHBIN
muenonod3. B 1 mecsip — Oblma mpoBeneHa TeneMenunuHckas koHcyisTanus ¢ HMUL[ THO
um.ak.Illymakosa M3 P® no noBoiy TpaHCIIJIaHTAIIMK TIEYEHH, OB OTIIPABIIEH Ha 1000CIIeIOBaHHE.
Hcnonb3oBanach MeIMUUHCKAs JOKYMEHTAIUsS: BBIMUCKH W3 MEIUIMHCKON KapThl, pe3yJbTaThl
1a00paTOPHBIX U MHCTPYMEHTAJIbHBIX METOJOB UCCIIEIOBAHUS.

O6bexktuBHO: PeHotun pedeHka ¢ cuHapomoMm Jlayna. KokHble MOKPOBBI MOKPBITHI
NaIyJIE3HO-BE3UKYJISIPHON CBINIBIO, MECTaMHM 10 THIy IyCTyJ, Be3UKyJ. OCHOBHas TSXKECTb
cocTOsiHUSI peOeHKa Oblla CBs3aHA C HapacTaHUWEM II€YEeHOYHOW HEIOCTaTOYHOCTH Ha (oHe
TPaH3UTOPHOTO MHeNono33a. Iloctenenno hopMupoBanack nopraibHas TUIEPTEH3US.

IIpoBenenHblie 00CTEI0BAHMS:

OO0mmii ananu3 kposu ot 09.03.2020: nosiBjaeHne 6JaCTHRIX (GOPM U JIEHKOLUTO3A.

VY3U opranos OpronrHoit nonoctr B auHamuke ot 09.03.2020-09.05.2020: mporpeccupyer
YBEIMUYEHHUE TIEUEHU U CEIIE3EHKU.

Buoxumuyeckuii aHaJIM3 KPOBU: OTMEUAIOCh HapacTaHUE X0JIecTa3a Mo JIabopaTOPHBIM U
KIIMHUYECKUM JITaHHBIM, CHIDKEHHUE 00111ero Oenka 1 Hu3kui ans0ymuH. [IpoBoauinocs nepenuBaHue
anbOyMHHA, OJIOKUTEIbHAS THHAMUKA.

IXOKI': ormewasics BBHIIOT B 0OO0NacTh Mepukapaa a0 12 MM, mocie NepeauBaHus
KOJIMYECTBO BBINOTA YMEHBIIWIOCH 110 6,5 MM.
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OO0mmii ananu3 kpoBu ot 10.04.2020: xommuecTBO OnacTHBIX (GOPM pErpeccHpyerT,
JIEHKOIINTO3 CHIDKaeTcs Ha 48%.

Buoxumuyecknii aHaJIM3 KPOBHU: B JUHAMHUKE HaOIIONACTCS MOBBIIICHUE TPaHCAMMHA3,
runepOouTupyOrneMus 3a CYeT MpsMoi (HpaKIIHiH.

Oobcyxnenne

Knuanueckuil ciaydail npeacTaBisieT KapTUHY TPAH3UTOPHOIO aHOMAJIbHOTO MHUEJION033a y
pebenka ¢ curapomoM JlayHa, MOCTaHOBKA JAMAarHO3a HE BBI3bIBAIA TPYIHOCTEH, HO TpeOOBaIOCh
MOJTBEPXKIEHUE JIaHHOTO JuarHo3a. lVwmeromumecs KIMHUYECKHE JaHHbIE: I[€YCHOYHas
HEJ0CTaTOYHOCTD, MEPUKApIUAIbHBINA BBIIOT CBSI3aHBl C TPAH3UTOPHBIM MHEJIONO0330M, OYaramu
BHEKOCTHO-MO3TOBOI'0 KpoBeTBOpeHus. [lanuenty HeoOXxoauma TpaHCIUIAaHTALUs NeYeHU. TakTuka
BEJICHUS NIAIIMEHTA JI0 OTIEPAIMH JI0JDKHA HE YCYTYOJIATh €r0 COCTOSIHUE.

3akirouenne

Taxum 06pa3zom, peOeHKy ObUI MOCTABJICH JUArHO3 TPAaH3UTOPHBIN aHOMAIBHBIA MUEIION033
C coyeTaHueM cuHApoma JlayHa, 4yTO, B CBOIO Ou€pe/b, MOBBIIIAET YACTOTYy DPAa3BUTUSA JAHHOTO
3aboneBanus B 150 pas. Ilanmenty HeoOXonumma TpaHCIUIAHTALMs IMEYEHU. TakTHKa BeACHUS
ManueHTa 10 ONepalnu J0KHA HE YCYTyOJIsTh €r0 COCTOSIHUE.
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