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IIpeacTaBiieH YHUKAJbHBIN CIy4ail TPAH3UTOPHOTO MUEJIOUCIIACTUYECKOTO CHHIPOMA, XapPAKTEPHOTO Jis ieTeii ¢ Tpucommueii 21.
DTO0 coCcTOsIHUE MMeeT HecnenupuyecKue KIMHNYeCKHe NPOsIBJIeHHs M celu(UIecKyI0 reMaToJIOrHYecKyl0 KAPTHHY, AHAJOTHYHYIO
NPOSIBJIEHUSIM OCTPOTO JIeliK03a. YHUKAJIbHOCTb TPAH3UTOPHOTO MHEJIOIUCILIACTHYECKOTO CHHIPOMA COCTOMT B CAMONPOM3BOJILHOM
pa3pelieHd B TeyeHHe HECKOJIBKHX Helellb WIN MecsueB Mocjie POXKAeHUs /WM PA3BUTHH OCTPOTO MHEJI00JACTHOIO JIeiHK03a
nocJie CIOHTAHHO¥ perpeccuu B nepsbie 4—5 et xku3nu. O0g3aTeIbHbIM YCIOBHEM B PA3BUTHN MUEJIOIUCILIACTHYECKOTO CHHAPOMA
CJIYXKHT HAJIMYKE B KJIETKaX 0JIACTHOTO KJIOHA TPUCOMMH 21-ii XxpoMocombl M MyTanuu B rene GATAI.
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The article presents a unique case of a transient myelodysplastic syndrome characteristic of children with trisomy 21. This condi-
tion has non-specific clinical manifestations and a specific hematological picture similar to those of acute leukemia. The uniqueness
of transient myelodysplastic syndrome lies in the spontaneous resolution within a few weeks or months after birth and/or the develop-
ment of acute myeloid leukemia after spontaneous regression in the first 4—5 years of life. A prerequisite for the development of myel-
odysplastic syndrome is the presence of a blast clone of trisomy of the 21 chromosome and a mutation in the GATA / gene in the cells.
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PAH3UTOPHBIM ~ MUENOAUCIIACTUYECKUI ~ CHH-

IIPOM — COCTOSIHME, BO3HMKalolllee B TIEpUOJIE
HOBOPOXIEHHOCTH Yy JAeTeid ¢ cuHapomom JlayHa,
MpY KOTOPOM B KOCTHOM MO3T€ M/WJIW IPYTrUX OpraHax
HaKarlIMBaeTCsl KIOHATbHAs TOMYJISIUS MPeaIIeCTBeH-
HUKOB MUEJIONO033a Ha Pa3JIMYHBIX CTaausIX Pa3BUTHS.
3abosieBaHUE BO3ZHUKAET B (peTaTbHOM MJIM HEOHATasb-
HOM Mepuoje XMU3HU U paclieHUBAeTCsl Kak TpejeiKe-
MUYEeCKMIA HeOHATaIbHBIN cuHApOM [1—3]. Merakapno-
O7acThl MpPU TPaH3UTOPHOM MUEIOAMCIIIACTUYECKOM
cuHIpoMe (PEHOTUNMYECKU HEe OTJIMYAIOTCS OT JehKe-
MUWYECKUX 0JIACTOB TMPU OCTPOM MHUEIOOJACTHOM Jieki-
KO3€ W BBISIBISIOTCS B MepudeprudecKoil KpoBU MpU-
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MepHO Y 10% HOBOpPOXIEHHBIX ¢ cuHApoMoM JlayHa.
V 30% nereit ¢ TpaH3UTOPHBIM MUEJIOAUCIIIACTUYE-
CKMM CHHAPOMOM pa3BUBaeTCs OCTPBIII Merakapuo-
HUTAPHBINA JIEHKO3 B TeYeHME TOCJeaylommnx 3—5 JerT,
ay 20% — ocTpblii MUETOUIHBIN Jeiiko3 [3—6]. Bce-
MUpHas OpraHM3alus 3ApaBOOXpaHEHUS KiacCupu-
LIUPYET MUETIOUIHBIE 00pa30BaHMsI, CBI3aHHbBIE C CUH-
npomoM JlayHa, B OTHEJIbHYIO TPYIIY «MHUETOWITHBII
Jeiiko3 npu cuaapoMe HayHa» [5, 7]. 3aboneBanue pas-
BUBaeTCS BHYTPUYTPOOHO, KOTAA TeMOIT033 TPOUCXO-
IIAT B TTeueHu T1oaa. Tpucomust 21 oka3bIiBaeT BIUSTHUE
Ha TeMOIT033, MPUBOAS K TOBBIIICHUIO TIpordepauu
SPUTPOUTHO-METaKapUOIUTAPHBIX  MPEIIIeCTBeHHU -
KOB B TI€UEHU IUIOAA, W TTOATOTABIMUBAET T€MOIOITH-
YeCcKHe KJIETKU K MPUOOPETEHUIO0 COMAaTUIECKOM MyTa-
nuu reHa GATAI, cueruieHHOTO ¢ X-XpOMOCOMOM [2,
3, 6]. T'en GATA1 HeoGXomUM IJIT HOPMaJIBHOTO pOCTa
W CO3PEBaHUS IPUTPOUIHBIX KIETOK M MeTaKapuOIL-
ToB. Myraniun rena GATA1 y mauuMeHTOB ¢ CUHIPO-
MoM JlayHa (MperMYIIeCTBEHHO KOPOTKWE IeelNu,
WHCEPLUMU U TOYEUHBbIE 3aMEHBbI BO 2-M WJIU 3-M 3K30-
Hax) MpUBOIAT K ykopouyeHuto Oenka GATAIls [3, 5,
8]. YkopoueHHbiii 6enmok GATA1 Hapyiiaer KoHeu-
Hyl10 IU(GdEepeHIIMPOBKY MerakapuoLMTOB, MPWBOIUT
K HaKOIUIeHWI0 MaloanuddepeHINPOBaHHBIX Tpe-
IIeCTBEHHUKOB, KOTOpbIE MOTEHIMAJIbHO MOTYT pa3-
BUBAThCS B JIEMKEMUUYECKYIO TIOMyJsIuuio. B pe3yib-
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TaTe MPUOOPETEHHBIX MYTallUi y NE€Te C CUHIAPOMOM
JlayHa yBeIMUMBAETCS PHUCK Pa3BUTUS OCTPOTO JTUM-
¢obnactHoro Jneiiko3a B 10—27 pa3 u ot 46 no 83 pas
MTOBBIIIAETCS PUCK PAa3BUTUSI OCTPOTO MUEIO0IACTHOTO
Jeiiko3sa [6, 8, 9]. Jlokanuszalus MyTalunu B 3-M 9K30HE
reHa GATA1 moasepraer maumueHToB S00-KpaTHOMY
PUCKY pa3BUTHS OoJiee TTO3IHEr0 MerakapruoluTapHOTO
snefikoza [1]. Mytauuuy remMorioaTuyeckoro ¢dakropa
tpaHckpuniuu GATAI MoryT BcTpeuaThbCsl My JeTeit
¢ MosauuHoil Tpucomueir 21 [10]. Jlelikemuueckue
KJIeTKN y OeTeil ¢ cuHapomom JlayHa mopdosiorude-
CKM HAITOMMHAIOT He3pesible MUeT00JacThl WM Mera-
kapuoOyactel. C poxXIeHueMm, KOorga KpOBETBOpEHUE
IJIofa C TIeYEeHUW TepeKITIoYaeTcss Ha KOCTHBIM MO3T,
Merakapuo0OjacTHbeIl Ki1oH GATAI craHOBUTCS Heak-
TUBHBIM y 70% mNanueHTOB M3-3a TOTEPU TEePMUC-
CUBHOM T'eéMOITIO3TUYECKON cpenbl. ¥ ocTaibHbiX 30%
9TOT KJOH MOXET COXPaHAThCS ITOCTAaTOYHO JIOJTO,
puobpeTast  ITOMOJHUTENIbHBIE MyTalluM, KOTOpPbIe
C TeYeHUEM BPEMEHM TPUBEAYT K Pa3BUTHUIO OCTPOTO
MUEJ00JIaCTHOTO JIelKOo3a WJIM MerakapuolUTapHOTO
Jleitko3a, 006brdHO ¢ eHotnnom CD7 [11, 12]. dakTo-
pPOB, JOCTOBEPHO MPOTHO3UPYIOIIUX TpaHCHOpMaINo
TPAH3UTOPHOTO MUEJTOAMCITIIACTUYECKOTO CUHIpOMaA
B OCTpBIl MUEIOOJACTHBIN JIeiiK03, He BhIsBICHO [11].
HeonaTtanbHBIlT  MUeTOTIPONM(MEPATUBHBIA  CUHIPOM
MOXET BapbMpOBaTh OT OECCUMMITOMHOIO TEUYEHMUS
II0 OYeHbB TsKebIX ¢popM 3aboneBanus. [Ipu 6eccmmi-
TOMHOM TeUeHHHM 3a0oJjieBaHHE OOHAPYXKMBACTCS CIIy-
YyailHO Ha OCHOBaHMUU JIaDOPAaTOPHOTO MCCIIeTOBAHUS
nepuceprueckoir KpoBu. KiMHUYeCKUe MPOSIBICHUS
3a00JieBaHUS HecneUn(GUIHbB W BKIIOYAIOT TeraTo-
U CIUIEHOMETAJINIo, XKENTyXy, TepuKapauaibHbie/
TJIeBpaJibHbIe CEePO3HBIE BBITIOTHI, HECTELU(PUIECKYIO
KOXHYIO CBITTb, PECITUPATOPHBIA OUCTpecc, M3MEHEH-
HbIe TeMaTOJIOTUYeCKUe TToKazaTeln. I ermaTtoMeranust
SIBJISIETCSI CJIENCTBUEM WHOUIBTPAIUK TIeYeHU MHIYLIM -
pOBaHHBIMU MerakapuobtyactaMu u ¢uoposa. Dubpos
B 15% cnydaeB couetaeTcss ¢ TUTIEPOMIMpPYOMHEMUEH
1 MOXKET TIPUBECTU K JICTATBHOMY UCXOIY B pe3yabTaTe
pPa3BUTHS TIEYEHOYHOM HemocTaTouHOoCTH. [Tepukapau-
aJIbHbIe BBHITIOTHI M 3aCTOMHAs cepaeyHas HeaoCTaTod-
HOCTh B 16% ciydyaeB BCTpedaeTcs y JAeTeil ¢ COMyT-
CTBYIOLIMM TMOPOKOM cepala. BoasiHka miioaa y nerei
C TPaH3UTOPHBIM MUETOAUCTUIACTUIECKUM CUHIAPOMOM
KJTACCUYECKU CBSI3aHA C TSKEIOUW aHeMUEU, JerKkeMu-
yecKoil mHuIbTpanueir 1 Gpubpo3oM cepaiia 1 ooHa-
pyxuBaetrcs B 5—6% [2, 3, 9]. JlerouHble OCJIOKHEHUS
BCTpEYAlOTCS TOJIBKO Y MAallMeHTOB C CaMBIM TSIKe-
JIBIM 3a060JieBaHMEM M Pa3BUBAIOTCS W3-3a MeXaHHWYe-
CKOM KOMIIPECCHUM JIETKMX MAaCCHUBHBIM TIJIEBpPaJIbHBIM
BBIMIOTOM WJIM TermaTtoMeraiueii. JIpIxaTeabHast Hemo-
CTaTOYHOCTh Yallle OOYyCJIOBJIEHAa 3acTOeM B JIETKUX
B pe3yJbTaTe CTYIIEHWS KPOBM BCJIEACTBUE BBICOKOTO
JeiikonuTo3a. [lopakeHUs KOXU WMEIOT BE3UKYIO-
MTyCTYJIE3HBII XapaKTep, HATTOMUHAIOIINE TOKCUIECKYIO
SpUTEMY, DBJEMEHTBl TIPEUMYIIECTBEHHO pacroJjara-

KJINMHUYECKUE CJTYHAU

oT1csa Ha auie. Co BpeMeHeM ChbIllb CTAHOBUTCSI CJIMB-
HOI1, TIOKPBITON KOpKaMu. BUOTICUS KOXHBIX 3JIeMeH-
TOB BBISBIISIET TEPUBACKYJISIPHBIE WM JepMasbHbIe
JefikemMuueckue OJlacThl, He3pesble MHUEJIOUIHbIe
KJIeTKu ¢ uHpuabTpanueir B anuaepmuc [3, 9, 11].
Koarynonatust ¥ CMHHAPOM AUCCEMUHUPOBAHHOTO BHY-
TPUCOCYIUCTOTO CBEPTHIBAHUS OCTOXHSIOT TSXKEJbIe
cilydyau TPaAaH3UTOPHOIO MUEIOIUCIIIACTUYECKOTO CHUH-
npoma. CienyeT OTMETUTb, YTO TIPU HEOHATAJTbHOM
MueornpoaudepaTuBHOM 3a00JIeBaHUN Y IeTell C CUH-
npoMoM JlayHa He oTMedaeTcsl TopaxkKeHue TOJIOBHOTO
mosra [11]. K ¢akropam pucka paHHeil HeoHaTallb-
HOIl WU BHYTPUYTPOOHOM CMEpTU CJIEAyeT OTHOCHUTh
BBICOKHWI ypoBeHb JielikouToB (6osee 100 ThIC./MKI),
HEJIOHOIIIEHHOCTh,  KOaryJjoraTuil, TeMopparuye-
CKMIi TraTe3, TPOMOOIIMTONEHUI0, HU3KYI0 Maccy Telia
Mpu POXACHWUU, BOIASIHKY WJIM TIepUKapAUaIbHbBII/
ruieBpaabHbIi BHIMOT [2, 10]. OCHOBHBIM U XapakKTep-
HBIM TE€MAaTOJIOTMUECKUM TPU3HAKOM TIpU HeOHaTaJb-
HOM TpoJindepaTUBHOM CUHIPOME CITYXKAaT JIEMKOLIMTO3
u Haiuuue 0J7acToB B rnepudepudeckoir Kpopu. Cum-
TaeTcs, YTO JJISI KJIACCUYECKOTO TPaH3UTOPHOTO MUeE-
JIOMUCIIJIACTUYECKOTO CUHIpPOMAa KOJWYeCTBO OJacT-
HBIX KJIETOK B MepudeprdecKoil KpOBH TOJIKHO OBITh
6onee 10% [3—5]. UmMyHObEHOTHUI OJIACTHBIX KJIETOK
MpY TPAH3UTOPHOM MUETOIMCIIIACTUIECKOM CUH-
IpoMe, KaK 1 MPU MerakapuolMTapHOM JIeliKo3e, 9KC-
MPECCUPYIOT He3peJible TTOBEPXHOCTHBIC MUETOUIHbIC
antureHsl CD34, CD117, CD33, CD13, merakapmuoum-
tapasie — CD42b 1 CD41, CD36, a takxke CD7 [12,
13]. biacTel B KOCTHOM MO3Te TpU 3TOM 3a00JieBaHUU
WMEIOT XapaKTepHBIN «ITy3bIpYaThiii» BUI, WX KOJU-
yectBO Ha 2—10% MeHbIlle, yeM B mepudepudeckoit
KpOBU. AHOMaJIbHOE€ CO3peBaHME MEerakapuollMTOB
Habmonaetcs y 75% 60nbpHBIX. PUOPO3 KOCTHOTO MO3Ta
HaOmomaercss Hewyacto. KonmyectBo TpoMOOLIMTOB
MOKET OBITh TMTOBBIIIEHHBIM WJIM HOPMAaJIbHBIM, aHEMUST
BCTpevaeTcsl penko. B OonbIIMHCTBE CcilyyaeB TeYeHUe
TPaH3UTOPHOTO JieliKo3a TIpoTeKaeT ©0e3 OCJIoXHe-
HUW ¥ TUPKYJIUPYIONIMe OJacThl CIIOHTAHHO MCYE3ai0T
yepes 4 Hexn B oTcyTCcTBUE JieueHus y 80% nereit [5, 9].
HeobpaTtuMmblii MerakaprOIMTApHBINA JIeHK0O3 pa3BUBa-
ercs y 20—30% GOJbHBIX B TeUeHUE 3—5 JIET B pe3yiib-
TaTe TPOTrpecCUpOBaHUSs JieliKkeMuyeckKoil TpaHchop-
MaluK TOoCje CIMTOHTAaHHOM PeMUCCUU TPAaH3UTOPHOTO
MUeloaucIiacTuaeckoro cuuapoma [1, 11, 12]. Ipo-
1ecc JeiKeMnuecKoi TpaHcopMalmm — COBMECTHBIN
pe3yabTaT MyTalluii, yBEJIUUMBAIOIIMX Tpordepalnio
WA BBDKMBAEMOCTh KJIETOK, M MyTallWii, HapyIIalommx
TeMOTOATUYECKYI0 U depeHInPOBKY [2].

Knuanyeckmit  caywaii.  [IeBouka, 20  nmHel
(11.03.2022 r.p.), HaxoauIaCch Ha 0OCIENOBAHUN U Jieue-
HUU B OTIEJIEHUU MaTOJOTUU HOBOPOXKICHHBIX [IeTCKOI
pecny0IMKaHCKON KITMHUYECKOM OOTLHUIIEI.

PeGeHok OT TpeTheli OCIOXHEHHON OepeMEHHOCTH,
npoTeKaBIIeil Ha (POHE OCTPOI pecTUPaTOPHOI BUPYC-
HOW WHEeKUWW B paHHUE CPOKU, JIETKOW aHEMMWHU,
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Tabumosa H.X. u coaém. TpaH3UTOPHBII MUETOAMUCIIIIACTUYECKUIT CHHIPOM Y HOBOPOXKIECHHOTO pebeHKa

KOJIBITUTA, XPOHUYECKOW BHYTPUYTPOOHOU TUITOKCUU
TToJa, TeCTallMOHHOTO caxapHoro auabera. Ha cpoke
30 Hen recranuu XeHmuHa nepeHeciia COVID. Ilpe-
IBIAYIIHEe OepeMEHHOCTU 3aKOHYWINCH CIEAYIOIINM
obpa3oM: ogHa — OTEpPaTUBHBIM pOAOpa3pelIeHneM,
npyrasi — 3aMmeplieil 6epeMeHHOCThI0. Pombl BTOpEIE,
orepaTuBHBIe Ha 347 Heln OepeMEHHOCTH BBUIY TPO-
rpeccUpylomieil BHYTPUYTPOOHOM THITOKCUU TIIOIA.
OneHka To mIKaje Amrap TpuU pPOXIEHWU COCTa-
Buia 6/7 6amioB, macca Tena 2495 r, nuHa tena 49 o,
OKpYXHOCTb T0oJIOBHI 31 cM. CocTosiHUE MpPU TIepBUY-
HOM OCMOTpE TSIKeJIoe 3a CUeT MePeHEeCEHHOM TUTOK-
CUW, HEAOHOIIEHHOCTHW, IbIXaTeJbHBIX HapyIICHUI.
JleBouka Oblna BSJIOW, TUIIOTOHWUYHOM, pedIeKCh
HOBOPOXIEHHOTO CHUXXeHBI. OTMeUaTnch HEOOMTbHAS
MEeJIKOTOYeYHas MeTeXnaabHast ChIb Ha CIIMHE, 001Iast
MacTO3HOCTh TKaHel. JIbIXxaHne — ¢ y9acTHheM BCITOMO-
raTeJIbHOM MYCKYJIaTyphl, ayCKyJIbTaTUBHO — XECTKOE.
JIng KynmupoBaHUSI peCHUPATOPHBIX HapYIICHUN Tpe-
o6oBanocs CPAP uepe3 OuHazanbHble KaHoau. O0Opa-
aj BHUMaHUEe TPU3HAKU JIMLIEBOTO AUCMOphU3Ma,
XapakKTepHbIe JUIST TPUCOMUU 21 XPOMOCOMBI: TUIOCKOE
KpyIji0€ JWIO, MJIOCKWW 3aThIIOK, KOPOTKWMU HOC,
KOpOTKas IIMpOoKas Iesi, MOHTOJIOWIHBIN pa3pe3 Tiia3,
KOPOTKHE KOHEYHOCTH U TMaIbIIbl, TIOTIepeuHast JIaloH-
Has ckyaaka. ZKMBOT ObLT yBeJIUYeH B oObeMe, Majb-
nupoBajach medyeHb +2,0—2,5 cM, cene3eHka +1,5—
2,0 cM. B obOmiem aHanm3e KpoBM YyMepeHHass aHEeMMUSI:
remoryioouH 137 r/m (mpu HopMe ot 160 r/i1), 3puUTpO-
uuthl 3,87-10'2/n, neiikouuros 62,4-10°/1, cermeHTO-
snepHbIX 22%, MoHouMTOB 14%, nmumdonutos 22%,
303uHOpMIOB 2%; GnaactHbIX KieTokK 40%. Ilo nmaH-
HBIM KOAaryJoTpaMMbl, CHUXEHUE TTPOTPOMOMHOBOTO
nHaekca 10 65,4%.

Ha 2-e cyTKM XVU3HU TOSIBUJIOCH CYOMKTEPUYHOE
OKpalllMBaHWe KOXHBIX ITOKPOBOB C TIOBBIIICHUEM
YPOBHS TpaHCAaMWHA3 B OMOXUMUYECKHNX MOKa3aTeNsIX:
aJlaHMHaMuHOTpaHcdepassl g0 81 en/n (rpu Hopwme
no 49 en/n), acmapratamMmuHoTpacdepassl g0 61 em/n
(nmpu HOpMe 1o 58 en/n) mpu ypoBHE OO0IIEeTro OMIu-
pyouHa 115,3 MKMOJb/1 M B OTCYTCTBUE TIpSIMO
dpakunu. KucioTHO-OCHOBHOE COCTOSTHME U JIpyrue
OMOXMMUYECKHE MoKa3aTeJu ObLIM B TIpeaeiax BO3-
pacTHBIX pedepeHCHBIX 3HaYeHM. YJIbTpa3ByKOBOE
HCCJIeTOBaHNE OPraHOB OPIOIIHOM TOJOCTU BBISIBUIO
OIHOPOJHYIO MEJTKO3ePHUCTYIO CTPYKTYpYy TIeYeHHU,
9XO-TIPU3HAKU TenaTocryieHoMeraauu. Ilpu Heiipo-
coHoTpachuu ONpenessiuch BazoauaaTaus, Mopdo-
(yHKIMOHANIbHAS HE3PEJNOCTh, KHCTAa COCYIUCTOTO
criietreHus cieBa. [lpu peHTreHorpaduu opraHoB
TPYIHOW KIJIETKU BBISIBJICHBI YCHJIIEHHE OPOHXO-COCY-
JIMCTOTO PUCYHKA B HUKHUX OTIEJIaX ¢ 00eUX CTOPOH,
ITHEeBMAaTHU3alMs MeTeb KuineuHuka. [Tpu axokapamno-
rpaun BBISIBJIEHBI CyOaopTajdbHBIM Je(EeKT MexKe-
JIyTOYKOBOM MEPErOpOAKN, OTKPBITOE OBaJTbHOE OKHO,
NIeKCTPaTO3UIIUS a0PThI, YMEPEHHBIN CTEHO3 JIETOUYHOM
apTepuy U He3HAYUTEbHasl TUJIaTallis TIPABOTO XKeJTy-

nouyka. Ha snekrpokapamorpamMme perucTpupoBaIuCh
CUHYCOBBIi PUTM, OTKIIOHEHHWE 3JEKTPUUYECKON OCH
BIIpaBo, OJIOKajga TpaBOd HOXKM mydka ['uca, mpu-
3HAKU TUTEPTPOMUU TPABOTO MPEACEePIns U MPaBoOro
KeJynouka.

C 1mpenBapuTeNbHBIM OHArHo30M «IUMGOo0IacT-
HbI Jeiiko3 (?). BpoxneHHBI TTOpoK cepilia: TeTpana
danno, CMHAPOM IBIXaTeIbHBIX PAacCTPOUCTB, JlbIxa-
TeabHast HemoctatouHocTh 0—1. HemoHomeHHOCTH
34" nen. Cunaopom J[layHa. BpokaeHHast aHeMHs»
pebeHOK ObLI MepeBe/ieH M3 POAMIBHOTO A0Ma B OTIE-
JIeHUe TaTOJIOTMM HOBOPOXIEHHBIX JleTCKOi pecry0-
JIMKAHCKOM KJIIMHUYECKOW OONBHUIIBI B BO3pacTe
4 nueit. [Ipy iepBUYHOM OCMOTpE B OTIEJIEHUU COCTO-
stHUEe peOeHKa OlLIEHNBAJIOCh KaK OYEHb TSKEJI0e 3a CUeT
reMOIVMHAMUYECKUX  HapyIIeHW, OOYCIOBIEHHBIX
BPOXIEHHBIM IIOPOKOM CepAlla, AbIXaTeJbHBIMU pac-
CTpOMCTBAMU,  HEBPOJOTMYECKON  CHUMIITOMATUKOM
B (opme cuHmpoma yrHereHusi. PeOGeHOK ObLT B,
YIrHETEH, OTCYTCTBOBAJIM COCaTeJbHBIN pediiekc, ped-
JIEKCBI OTOPBI M aBTOMATUYECKOW TMOXOIKHW, OTIpele-
JisTach yMepeHHas MbIlledHas TUIOTOHMS. KoXXHbIe
MMOKPOBBI UMEJTA CEPOBATYI0 OKPACKY C MTepHOPATbHBIM
u akpouuanosom B mokoe, SpO, 89%. [bixanme 68
B | MMH C y4acTHeM BCIIOMOTaTeJbHON MYCKYJIaTyphl,
ayCKyJIbTATUBHO — 3KECTKOE C HaTMYMeM HEeOOUJIbHBIX
MEJIKOITY3bIPUaThIX BJIAXHBIX XpUMOB. TOHBI cepaia
MPUTIYIIEHBI, TPaBUJIbHOTO puTMa. Han Bceit moBepx-
HOCTBIO Ceplla BBICITYIIMBAJICS IPYObIi CUCTOTNYECKUIA
myM. KMBOT MATKUIA, 0e300J€3HEHHBIN TIpY Majblia-
nuu. [Tledens manbpmpoBanack Ha +4 ¢cM OT Kpas pedep-
HoIi 1yru, cee3eHka — Ha +2 cM. [Ipu moBTOpHOM aHa-
Jm3e Tepudepruyeckoil KpOBU COXPaHSIIOCh BBICOKOE
cozmepxXaHue JeHKouToB — 64,95-10°/11 1 TpOMOOLIUTOB
584-10°/n, GiacTHbIX KIeTOK — 68%. B koaryiaorpamme
OTMEYaJIOCh TMOBBIIIEHWE AaKTUBUPOBAHHOTO 4YacTWY-
Horo TpoMmbGoracTuHoBoro Bpemenn (AUTB) mo 49,6
¢ (mpu HOopMme 1o 40 c), CHUXXKeHUe YpOoBHSI (hUOPUHO-
rena no 1,70 r/a (npu Hopme oT 2,0 r/11), yBeIMUYeHNE
TpoMOuHOBOTO BpemeHu a0 28,3 c. [1LIP-guarnoctuka
Ha BHYTPUYTPOOHBIE MH(EKIIMU TAaTOJOTHUI0 HE BbIsI-
Buia. PeHTreHorpadguss oOpraHoB TpPyIHOW KIIETKH
XapaKkTepu3oBajach HaJW4YMeM pacCesHHBIX aTejieK-
Ta30B, YCUJEHHBIM OPOHXO-COCYAMCTBIM PUCYHKOM,
OTCYTCTBHMEM TIJIEBPAILHOTO BBITIOTA U CBOOOIHOTO BO3-
nyxa. IlokasaTenum KHMCIOTHO-OCHOBHOIO COCTOSIHUSI
CBUIETEJIbCTBOBAIM O CYOKOMITEHCUPOBAHHOM PECITH-
paTOPHOM allnI03e.

Bruta mpoBeneHa MyHKIWST KOCTHOTO Mo3ra. ITyHK-
TaTbl M3 JIEBOM M TIpaBOil OOJBIIEOEPIIOBBIX KOCTEH
comepXKalli CHIDKEHHOE KOJIMYECTBO KIIETOK, CXOMTHBIX
no cocraBy. KonanyecTBo GJaCTHBIX KJIETOK OBUIO yBe-
JIMYEHO U cocTaBstio 45 u 36% coorBeTcTBeHHO. Biact-
HbIe KJIETKU KPYITHOTO M CPEIHEro pa3Mepa ¢ BHICOKUM
SIMEPHO-IIUTOIIA3MAaTUYECKUM COOTHOIIIEeHUeM. Mue-
Joniepokcuaasa orpuuatenbHas B 100% OmacTHBIX Kite-
ToK. MccrmenoBaHue MyHKTata KOCTHOTO MO3ra MeETO-
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oM TipotroyHoit uuroMetpun B ®I'BY «OHKII] IO
uM. [1. PoraueBa» M3 P® Ha 10-if IeHb XXU3HU OTIpee-
Jio 35% 61aCTHBIX KJIETOK ¢ UMMYyHOheHoTurom CD7+
CD33+CD34+CD38+CD41a+CD45+CD61+
CD99+CD117+HLADR++, 4TO COOTBETCTBYET OCTPOMY
MUETOUTHOMY (MerakapuoluTapHOMY) JIEUKO3y ¢ KOIK-
crpeccueit CD7.

B mporiecce nuHamMmmnueckoro HaboneHus Ha (oHe
Hecrnien(pUIecKoil aHTUOaKTepuaabHON, WHQY3MOHHOM
U KHUCJIOPOIHON Teparuu OTMeYaslach IOJIOXUTEIbHAs
nuHamuka. K 20-My AHIO XXU3HU KOJIMYECTBO JIEHKOIIM-
TOB 3HAYMTEJILHO CHM3WIOCH M cocrasmio 20,78:10° /n,
aK KoHIy 1-ro mecsita — 7,87-10°/11co CHUXKEHMEM YPOBHSI
6acTHBIX Ki1eToK 10 20%. K 6-MecsraHOMY BO3pacTy remMa-
TOJIOTMUECKHE TT0Ka3aTeIM HOPMaJIM30BaJIMCh, HO COXpa-
HsIach rerarocruieHoMmeranust. MicciaenoBanue KaproTuria
MOATBEPAWIO XPOMOCOMHBIN Habop 47XX+21c, a cek-
BeHUpoBaHue 1o CaHTepy — MaToJIOrMYecKylo MyTalluio
BO 2-M 3k30He TeHa GATAI, uTo corjacyeTcsl ¢ TaHHbIMU
JIMTEPATYpPhl 0 HEOOXOMMMOCTHY TaHHOW MyTallMU y AeTeit
¢ cuHapoMoM JlayHa it pa3BUTHSI MUEJIOTTpoIudepaTuB-
Horo cuHzapoma [1, 12]. Tpanchopmanusi B MOJHOLICH-
HBI JIEWKO3 TIPOUCXOIUT B TeUeHUE TIEPBHIX 4 JIET XKU3HU,
KOrJa KJIeTKU, Hecylye myrauun GATAI, iepcucTupyior
U TIPpUOOPETAIOT BTOPUYHBIE MyTallMK, Yallle BCero B TeHax
Kore3uHa [8].

0OO6cyxaeHue

B npencraBieHHOM KIIMHUYECKOM cliydae y peOeHKa
TepBOHAYATBbHO ObLTMPEATIOI0XEHOCTPhIIelKo3. Kinn-
HUKO-J1a00paTOpHOE HCCIEeNOBAHUE TO3BOJIWIO Juar-
HOCTMPOBAaTh TPAH3UTOPHOE MUETONpPOIUdepaTHBHOE
coctosiHue Ha 10-e cyTku Xu3HU. 1 TpaH3UTOPHOTO
MMEJTOANCILIACTUYECKOTO CUHAPOMa Celn(pUIeCKUMU
reMaTOJIOTUYECKUMHU W KIMHUYECKUMU KPUTEPUSIMU
cIykaT HaJImuure GIaCTHBIX KJIETOK B TepuepuuecKoi
KPOBU W TeMaTOCTUIEHOMETalNs B COYETaHUM C CUH-
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