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Tya 6iTKeH JIeHKO3IbIH KIMHUKAJIBIK KaF1aiibl

T'1O. Esctudeena’, 3.A. Berepkora', A.H.Pomynkun', JI.B. MorunsauIKaS?,
A M. Kouner?, E. B. Ky3nenosa*

'OpBrIHOOP MEMIIEKETTIK METUIIMHA YHUBEpcUTeTi, OpbIHOOD, Peceit

2Ne2 oONBICTHIK KIMHHUKAIBIK aypyXxaHacel, OperHOOp, Pecei

by makaia Tya OiTKeH JIeiiko3bl 6ap HayKacThbIH KJIMHHKAJIBIK MBICAIIbI YKaFaibIHIa
KapacThIPbIIFaH Ka3ipri HCOHATOJOTHSHBIH ©3CKTi MOCEIICCIHE apHaJIFaH.

Tya GiTKeH JIeiK03 JIeHKO3/IbIH 6Te CHPEK KE3[eCeTiH XKAHE eH aybIp, CBIHU TYPi OOJIBII
TaObLIa/IbI, OYJT €pTC HEOHATAIB/IbI Ke3CH Ie Oataap/blH dKOFaphl OJIiMiHE JKEIC/Ii.
Makanaza jxaHa TyFaH HApeCTeIepAeri xeel JIeHKko3aap Typaibl o/ie0M aHbIKTaMa
KoHE Tya OITKeH JICHKO3IbIH MaTOreHe3i MEH KIMHUKACBIHBIH epeKIIeTiKTepi, Tya
OITKEH JICHKO3/IbIH KIIMHUKAJIBIK KaF1aiibl, MEP3CHTXaHAHBIH HEOHATOJIOT IOPIrepiHiH
JYphIC €MeC TaKTHKachl — OChl OalaHbl Kapay Ke3iHaeri Oaianap eMXaHaChIHBIH
neanarp ASpIrepiHiH KaresikTepi KenTipiareH. bi3min olbiMbi3mia, Oy jkarmaii
HCOHATOJIOTTAP/IBIH TEK JKATBIPIMIUIIK HWH(EKIUsUIapFra faHa eMeC, COHBIMEH
Karap KIMHUKAIBIK KOPIHICTEpi €pTe HEOHATAJIBIK KE3CHJIC MYMKIiH OONaThiH KaH
aypyJapblHa, OHBIH IIIiHIE KaTepsi aypylapra Ja Haszap aynapyra jaiblk. JKaxa
TyFaH HOPECTe/leri KaHHBIH KIMHHUKAJIBIK KOPIHICTEpI MEH opTallia e3repicTepid epre
aHBIKTAy HEOHATOJIOT JIdpirepiiepre ykcac KIMHHUKAIBIK )KOHE 3epTXaHaJbIK JepeKTepi
6ap MaTOJIOTUSUIBIK XKaFainapabl AnddepeHnnanipl JUarHoCTHKaNay YIliH OChIHAA
Gaanap/bl TOJIBIK TEKCEepyre MyMKIH/IK Oepe/i e yMiTTeHeMi3.

Heczizzi co30ep: mya Oimken 1elikos, JHcana myam Hapecme

Clinical Case of Congenital Leukemia

G.Yu. Yevstifeyeva!, Z.A. Veterkova', A.N. Roshchupkin’, D.A.Mogilnitskaya?,
AM. Kochiyev?, E.V. Kuznetsova?

'Orenburg State Medical University, Orenburg, Russia

?Regional hospital Ne2, Orenburg, Russia

This article addresses a pressing issue in modern neonatology, focusing on a clinical
case involving a patient with congenital leukemia. Congenital leukemia, being
an extremely rare and severe form of leukemia, significantly contributes to high
mortality rates among children during the early neonatal period. The article offers a
literature review on acute leukemia in children, discusses the pathogenesis and clinical
features of congenital leukemia, and presents a clinical case highlighting the incorrect
approaches taken by a neonatologist at a maternity hospital and a pediatrician at a
children’s polyclinic in managing this condition.

In our view, this case underscores the importance of vigilance among neonatologists
not only regarding intrauterine infections but also concerning blood diseases, including
malignancies, which may present clinical manifestations during the early neonatal
period. We believe that early detection of clinical signs and subtle blood abnormalities
in newborns will enable neonatologists to conduct comprehensive evaluations of such
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children, facilitating the differential diagnosis of pathological conditions with similar
clinical and laboratory presentations.
Keywords: congenital leukemia, a newborn

Knunuyeckuii ciyqaii Bpo:kaeHHOro Jeiiko3a

I'1O. EBctudeena’, 3.A. Berepkosa', A.H.Pomynkun', JI.B. MorunbHuIKas?,

A .M. Kouues?, E. B. Ky3uerosa?

'Openbyprekuii rocynapcTBeHHbII MeUIIMHCKHH yHUBepcuTeT, OpenoOypr, Poccuns
2O6nactHas knuHndeckas oonpuuna Ne2, Open0ypr, Poccns

JlaHHast CcTaThsl MOCBSINEHA aKTyaJbHOW MpoOJieMe COBPEMEHHOW HEOHATOJOTHH,
pPAacCMOTPEHHOM Ha ciy4yae KIMHUYECKOro IpHMepa IMalUeHTa C BPOXKIACHHBIM
JIEHKO30M.

BpokaeHHBIN Neiiko3 - KpallHe peikas ¥ Hauboyiee TsDKeNas, KpuTuueckas dopma
JIEHKO30B, MPUBOISIINX K BBICOKOW CMEPTHOCTH JeTell B paHHEM HEOHATallbHOM
repuoie.

B crarbe npuBeseHa muTeparypHas CripaBKa 110 OCTPbIM JISHK03aM Y HOBOPOXKAESHHBIX
JieTeil 1 0COOCHHOCTH TAaTOreHe3a M KIMHUKU BPOXKICHHOTO JICHKO3a, MpPEeICTaBICH
KIIMHUYECKUHA Cilydald BPOXIEHHOTO JieHKo3a, HENpaBWJIbHOM TaKTUKU Bpaya-
HEOHATOJIOTa POIMIILHOTO JOMa M OIIMOKH Bpadya-meauarpa JETCKON MOTHKIHHUKA
MIPU BEJICHUU TAHHOTO peOCHKA.

JlaHHbIl cnmyyail, 1o HalmeMy MHEHHIO, 3aciy’KMBAaeT BHHMaHHE C MO3HUIHMU
HACTOPOKEHHOCTH Bpavyeii-HEOHATOJIOTOB HE TOJBKO B OTHOIICHHU BHYTPHYTPOOHBIX
uH(EKIni, HO 1 OONe3Hel KPOBH, B TOM YHCIC 3JI0KAYECTBCHHBIX, KITHMHUYCCKHE
MIPOSIBJIEHUSI KOTOPBIX BO3MOXKHBI B paHHEM HEOHATAJILHOM IepHroie. Mbl HajieeMcst, YTO
paHHee BbISBICHUE KIMHUYECKUX MPOSIBIICHUI U YMEPEHHBIX U3MEHEHUN CO CTOPOHBI
KpOBM Y HOBOPOXKJIEHHOTO TIO3BOJIUT BpayaM-HEOHATOJIOraM IIPOBECTH IIOJIHOE
o0cIieIoBaHue TaKuX JeTel Ui TuddepeHIaTIbHON THArHOCTHKH MaTOJIOTHYECKUX

COCTOSTHUI, IMEIOIIUX CXOTHBIC KITMHUYECKUE U JIA00PATOPHBIC TAHHBIC.
Knrouesvie cnosa: 6posicoennblil 1€tiko3, HOBOPONCOECHHbI

Octperii mumdobmacTHe neitko3 (OJIJI) — ato 37m0-
Ka4eCTBEHHOE 3a00JICBAHHE CHCTEMBI KPOBETBOPCHHUS,
XapaKTepU3yIoIIeecss HEKOHTPOIUPYEMOi nponudepanu-
el OIyXO0JICBOTO KJIOHA U3 KJICTOK — KPOBETBOPHBIX MPE/-
[ICCTBEHHUKOB JIMHUK auMbounnnoi auddepeHnnpos-
KM, COCTaBIIIONIEr0 He MeHee 25% OT IPyTHX sACpHBIX
KIIETOYHBIX 3JIEMEHTOB KOCTHOTO MO3Ta, ¢ BO3MO)KHBIM
BOBJICYCHUEM B MPOIIECC PA3THMYHBIX OPraHOB U CHUCTEM
(miMdonaHas TKaHb JIIOOOH JIOKAaNM3allMK) U B CBOEM
€CTCCTBEHHOM TCUCHHM HEHM30€XKHO MPHUBOIsIICe K (a-
taxpHOMY Hcxony [1]. Octpseie neiiko3sl (OJI) sBustroTes
Hamboee YacThIM BapHAHTOM 3JI0KAa4eCTBEHHBIX HOBO-
oOpasoBanmii y nmeteit, coctaBmsist 10 33%. Oxomo 50%
Clly4aeB MPUXOJUTCS Ha Bo3pacT 45 e, toraa kak OJl 'y
neteit 1o 1-ro roga coctasmisier Mmenee 5% Bcex OJI.

ExerogHo Ha | MITH. HOBOPOXKJIEHHBIX PETUCTPUPYIOT
4,3-8,6 coyuas OJI. V neBodek 3a0o0ieBaHHE BCTpEUaCT-
Csl YaIe, YeM y MaJIBdUKOB, YTO OTIIMYACT MJIaJICHICCKIC
OJI ot martonoruu Oolee CTapIIeTo BO3pacTa, MPH KOTO-
pO¥i TPEUMYIIECTBEHHO OOJICIOT JETH MYMKCKOTO IIOJA.
Otmeuena acconuanusa OJI ¢ reHeTHYeCKUMMHU CHHAPOMa-
mu Jlayna, Dnmuca—Ban Kpesenga, Buckorra—Onnpuua,
anemueiit ®ankonn [2].

Mopdomorngeckim cyocTpaTtoMm 3a00JIeBaHUS CITyKaT
HEOITACTHICCKH TPaHC(POPMHUPOBAHHEIE KICTKH, 00Ia1a-
FOIIME CIIOCOOHOCTRIO K IOAABICHUIO HOPMAJIBHOTO TeMO-
10332 ¥ UHQWIBTPUPYIOIIHE KOCTHBIN MO3T, TOCTEIICHHO
BBITECHSAA U YTHCTAsA HOPMAJIbHBIC POCTKU KPOBETBOPEC-
Hus. B mpomecce Jeiko3Ho# TpaHchopMaIiy 0JacThl o-
CTETIEHHO yTPadyMBAOT HEOOXOAWMOCTH B CTPOMAIIbHON
TTOJI/IePKKE (CTAHOBATCS CTPOMA-HE3aBUCUMBIMH) U 3ace-

JISTFOT OPTaHBI, KOTOPBIE IIPHHUMAIIH YIaCcTHE B TEMOIT033€
Ha Pa3JIMYHBIX CTaAUAX SMOproreHesa. [lanpHeiimas omy-
XOJIeBasi MPOTPECCHS MPUBOIUT K TOMY, UTO OJTaCThI MOTYT
MopaskaTh MPAKTUYECKH 000 opraH.

Tor (akt, YTO MATOreHe3 OCTPOro JCWKO3a CBSI3aH C
TCHETUYECKAMHU  «ITOJIOMKAaMI», OOBSACHSICT JTOBOJIEHO
gacToe OOHApPYXCHHE Pa3NIUIHBIX XPOMOCOMHBIX adep-
panmii. B OoNmpIIMHCTBE Cly4yaeB KOHKPETHAs IPUYHAHA
BO3HUKHOBEHUSI OCTPOTO JIeHK03a 0CTAaeTCs HEU3BECTHOI.

CornacHo knaccupukannun BO3, npuHsaTOil M Te-
pecmotpenHoit B 2016 roxy, Beinensior OJIJI u3 B-kie-
Tok-tipemecTBeHHnKOB (BII-OJIJT), nmeromuii moarpyn-
el 1 T-munetinsid OJIJI (T-OJ1JT), mpu KoTOpOM OTIFCAHBI
HanOoJiee YacTO BCTPEUAIONIMECS MYTAIlMH, TaKHe Kak
nepectpoiiku renoB TAL1, TLX1, TLX3, LMO1, LMO?2,
a taxoke mytarnuu B reHax NOTCH1, FBXW7, PTEN, ko-
TOpBIE MOTYT OKa3bIBaTh BIMSHUE HA MPOTHO3 3a00JieBa-
Hus [3].

Kimamaeckas kKapTHHA OCTPOTO JICHKO3a CKIIaIhIBACT-
Csl U3 psfa MEPUOOB: MPEIIICHKO3HBINA, OCTPHIH, PeMHUC-
CHUU, pELUIUB, TEPMUHAIBHBIN [4].

[Ipenueiiko3Hblil IEPUO XapaKTEPU3YETCs PSAJIOM He-
crenu(UIeCKIX CUMITOMOB (ITOBBIIICHUE TEMIEpPaTyphI
TeNa, BSUIOCTh, CHIDKEHHUE amlIleTHTa, OJIeTHOCTh KOKHBIX
TTOKPOBOB), UTO BCTPEUACTCS MPH Pa3IHIHBIX 3a00IieBa-
HUSX, KaK HHPEKIMOHHOTO, TaK 1 HEUMH(PECKIIMOHHOTO Xa-
paktepa. bonee cnenupUYHBIMEA MPU3HAKAMHU SIBIISIOTCS
réeMaToJIOrM4€CKue N3MCHCHUA B BUJIC aHCMUU, I'PAHYJIO-
[UTOTICHWH, TPOMOOIIMTONICHNH. BO3MOKHBI OPaKEeHHS
OpraHOB U CHUCTEM [5].

B octpom mepmoze neiikoza B reMorpamMme YMEHbB-
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IIaeTCs KOJIMYECTBO DPUTPOIMTOB, CHUIKACTCS YPOBEHBb
reMorIo0uHa, YMCIIO JIEWKOILMTOB YBEJIHYCHO (IUneplieii-
KOLIUTO3) MM CHIDKCHO JI0 JICMKOIICHNH, OMPEEISIOTCS
OJTacTHBIE KIETKH [6].

CumnTomMaTnKa OCTPOro Nepuoa Jielko3a mpeacTaB-
JICHA PSIIOM CHH/IPOMOB:

*  MHTOKCUKAIMOHHBIH — TOBBIILICHNE TEMIIEPATYPhI TeJIa
10 37,6-38,5°C u Bbliiie, ¢1ab0CThb, BSUIOCTD U JIP.;

*  AHEMHUECKHI — TOJIOBOKPYKEHHUE, OJICTHOCTD KOKHBIX
TIOKPOBOB U CIM3HUCTBIX 000JIOUEK, OABIIIKA, TAXUKAP-
JUHst;

*  TeMOpparMyecKuii — KPOBOMBIHMAHUS Pa3IMIHOM JIO-
KaJM3aliy B BUJE TIETEXHH, SKXMMO30B Ha KOXKE M B
HOJIKO)KHO-)KUPOBO# KJIeTUaTKE;

*  TUNEPINIACTHUECKUN — YBEITHMUCHNE PA3IHMYHBIX IPYIIT
TMM(paTHYECKUX Y3JI0B, T€NaTOCINICHOMET NS

* KOCTHO-CYCTaBHOW CHHAPOM (BCTpEYAeTCsl TOJBKO y
4acTH OOJNBHBIX) — OOJIM B CycTaBax M KOCTSIX, YCHIIH-
BaIOIIMECS B HOUHOE BPEMSI.

TepmuHanbHBIN IEPUOJ JIEHKO3a XapaKTepu3yeTcs Ha-
pacTaHuEM I'eMaTOJIOTHYECKUX U3MEHEHHH.

OcCTpeIif TIEMKO3 SBIACTCS CIIEACTBHEM TIOBPEKIC-
HUSL - MyTallMK B TCHETHYECKOM MaTepHae KIOHOTCHHON
KPOBETBOPHOH KJIETKH. B pesynbrare 31010 Ha MOJIEKY-
JISIPHOM YPOBHE TIPOUCXOJISIT COOBITHSI, TIPHBOJISIIINE K Ha-
PYLWEHUIO KOHTPOJIA 3a KJIETOYHBIM IMUKJIOM, H3MCHCHUTIO
mporecca TPAHCKPUIIINU U MPOLYKIHH Psa KIFOUEBBIX
OEIIKOB-PETYIATOPOB.

XoTsl maToreHe3 OCTPBIX JIEWKO30B BO MHOIOM pac-
muppoBaH, STHOJIOTHS 3a00JICBaHUsI OKOHYATEIBHO HE
yCcTaHOBIICHAa. B KauecTBe OCHOBHBIX AITHOJOTHYECKUX
(axkTopoB B HacToslllee BPEeMsl PAacCMaTPUBAIOTCS He-
CKOJIBKO (haKTOPOB: T€HETHUECKAsI IPEAPACIIOIOKEHHOCTh
U XPOMOCOMHAsi HECTaOMIBHOCTH - 3TOT (DaKT OCHOBBI-
BaeTcsl Ha BEPOATHOH acCOIMAIMM PA3IMYHBIX KOHCTH-
TYLHOHAJIBHBIX M3MEHEHUH B XPOMOCOMHOM arrmapare
6onpHbIx OJUJI, cyyasix ceMeiHOro JIeiKo3a, BO3MOKHO-
CTH 3a00JIeBaHUsl JISHKO3aMH OJIM3HEL0B 1 00HAPYKEHUN
XPOMOCOMHBIX abeppanuii (TpaHCIOKAINH, TEICIIH, HH-
BEPCHH) B JIEWKO3HBIX KJIETKAX MPH 3TOM 3a0oneBanuy |7,
8, 9]. YcraHOBIIEHO, YTO HECTAOMITHPHOCTh XPOMOCOMHOTO
armapara, UMeromasi MeCTo IpH psiZie BPOXKAECHHbIX 3a00-
JIEBaHH, COMPOBOXK/IAETCS TOBBIILICHHBIM PUCKOM Pa3BU-
THSI OCTPBIX JieHiko30B. K Takum 3aboneBaHUsIM MOXKHO OT-
HECTHU BPOXJICHHBIN arpaHyJIOLHUTO3, [IETHAKUI0, aHEMUIO
®anxonu, cuaapoM Jayna (B 150 pa3 yBenndamBaeT puck
pa3BUTHS OCTPbIM MueNnoOIacTHBIM Jiekikozom (OMJI) B
Bo3pacre 0-4 rona), cunapom Buckorra-Onapuua, Kisii-
HpenTepa, HeBpoprOpomaro3 PexmHrxay3eHa 1 HEKOTo-
peie apyrue [3].

W3yuanack poib BUPYCOB B pa3BUTUU OCTPOTIO JIEHKO-
3a, ¥ TIPSIMOE JI0Ka3aTeIbCTBO BUPYCHOTO TIPOUCXOXKICHUS
OCTpOTO JIeiiKo3a JJ0Ka3aHO JHIIb ISl T-KJIETOYHOTO JIeH-
K032, BCTPEUAIOIIEToCs Y B3pOCIIOro HacesneHus SlnoHun
n xureneit Kapudckoro Gacceiina. B Hactosiee Bpemst
YCTAHOBIICHO, YTO BBICOKOI03HAS JIyueBas Teparusi OHKO-
norudeckux OonbHBIX B 5-10% ciydaeB BbI3BIBAET BTO-
pHUYHBIE OITyXOJIeBbIC 3a00I€BaHNA, B TOM YHCIIE OCTpPHIC
neiiko3pl. B KauecTBe CEphE3HOTO ATHOJIOTHYECKOTO

(akTopa JIeiiko30B B HACTOsIIIEE BPEMs pacCMaTpHBaeT-
Csl BBICOKOJIO3HAsI XMMHOTEpAIlnsi, 00Iaaomias, Kak 13-
BECTHO, MyTareHHbIM 3¢ pexTom. Kpome Toro, m3ydaamich
MyTareHHBIC ACUCTBUS HEKOTOPBIX XUMHUYCCKUX BEIICCTB
(Oen3uHa, OeH30J1a, OPraHUYECKHUX BEIICCTB) M KypEHHS.
B kadecTBe 00m1er0 3THOIOTHYECKOTO (hakTopa, o-BUIU-
MOMY, CJIEyeT paccMaTpHBaTh TAKXKE BPOXKICHHBIA WU
NPUOOPETEHHBI UMMYHOIE(DHULIUT U HAPYILIECHUS B CUCTE-
M€ TPOTHUBOOITYXOJIEBOTO KIETOYHOTO IMMYHHTETA.

JlmarHoctuka ocTporo Jieiko3a y AeTed BKJIIOUYAEeT B
ce0s1 HECKOJBKO JTAIlOB: HCCICNOBAHUE KIMHUYCCKOTO
aHaJM3a KPOBU B JMHAMUKE, IPU KOTOPOM MOTYT OIIpe-
JICTSITECS:  aHEeMHsl, TPOMOOLUTONEHHS, JICHKOIICHHS,
HOPMaJIBHOE COZIEPYKAHUE JICHKOLUTOB, JEUKOIMTO3, I'H-
nepierikonuTos3. IlpakTudeckn y Bcex OONBHBIX B 3TOT
nepro] B iepuepruaecKoii KPOBH BBISBIAIOTCS OJIACTHEIC
KIeTKH. Jlanee mpoBOAUTCS HCCIIEAOBaHIE KOCTHOTO MO3-
ra Jyisi OIIGHKH BCEX POCTKOB I'e€MOII033a, ONpEICIICHHS
KOJIMYECTBA OJIACTHBIX KJIETOK. J[MarHo3 ocrporo jeiikosa
YCTaHaBJIMBACTCA IIPU HAJIMYHUKU B KOCTHOMO3I'OBOM ITyH-
krare 6omee 20-30 % OmacTHBIX KieTok. OOA3aTeNbHO
IIUTOXUMHYECKOE UCCIICIOBAHNE UIS YCTAHOBICHUS TIPH-
HAJIS)KHOCTH KIIETOK K OIpEACICHHOW JTUHHH Iudde-
PEHLMPOBKH (MHUEIIO- WK JTUM(POOIACTHBII), KpOME TOTO,
HeoOxonmma BepudUKaKs HMMYHO(DEHOTHITHYECKOTO
BapuvaHTa 3a6OHeBaHI/Iﬂ, BBISIBJICHHE LIMTOICHCTUYCCKUX
MOJIOMOK W OIIpENeNIeHHE MOJCKYIIPHO-OMOIOTHIECKO-
TO PO KIETOK JelkeMudeckoro kinoHa. [ ompe-
JICIICHUsI OPTaHHOM MATOJOTHH IT0Ka3aHO IPOBEICHHE
pentreHorpaduu opraHoB rpyaHoi xierkw; Y3U opra-
HOB OPIONIHO¥ MOJOCTH U 3a0PIOIIMHHOTO MTPOCTPAHCTBA;
JUArHoCTU4YeCKast J'IIOM6aJ'[I)Ha$[ IMYHKOHWA; KOHCYJIbTAllWs
HEBpoOJIOTa, OKYIHCTa, oTonmapuuronora. Juddepenim-
anpHyto quarHoctuky OJI HeoOXOaMMO MPOBOIUTE C MH-
(heKIMOHHBIM MOHOHYKJIC030M, HHPEKITHOHHBIM JTHM(}O-
LIUTO30M, JICHKEMOHIHBIMH PEaKIUSIMH, HHOIIaTHIECKOM
TPOMOOIMTONIEHNYECKOH MypIypOH, arulaCTH4eCcKoi aHe-
MUeH, peBMaTOUIHbIM apTPUTOM, TUCTHOLUTO30M X, BHY-
TpUYyTpOOHBIMU WHOeEKIsIMH, ocTeomuenuroM, CIIN-
Jowm [7].

Bpoxnennsiit OJI (BOJI) — BapuaHT Mi1aIeHY€CKOTO
JeiiKo3a, KOTOPBIA TUarHOCTUPYETCs B MepBble 28 nHEH
JKM3HHU, XapaKTepPHU3yeTcs KpaitHe arpecCHBHBIM KIIMHIYE-
CKHUM TCUYCHHEM U SABIISICTCS d)aTaHBHI)IM oe3 IMPOBEACHUA
Tepanuu B Teuenne 3—4 ven [10].

BOJI Berpewaercs ¢ wacToToit 1-5 cimydaeB Ha | MITH.
HOBOPOXKJICHHBIX M COCTaBIIET MeHee 1% Bcex JIeHKo30B
y JIeTeil, IpU 3TOM SIBIISISICH 3-1 110 YacTOTe HEeOHATaIbHON
OTYXOJIBIO TTOCJIe TePaToOMbI U HelpoOiacToMsl [11].

DTHUONIOTHS BPOXKIACHHOTO JIeWKO3a JO KOHIIA HEU3-
BECTHA, OJJHAKO IMIPEIIONAraeTcs, 9To OOJBIIOE BIUSHHEC
Ha pa3Butre BOJI oka3piBaeT BHyTPHUYTpPOOHOE BO3ICH-
CTBHC pA3IHYHBIX TOKCHYECKUX BEHIECTB, HEKOTOPBIX
JICKapCTBEHHBIX CPEJCTB (HAIpUMep, WHTHOUTOPOB TO-
nonzomepassl 1), a Takxke n30bITOUHOE IOTpEOICHHE Ma-
TEPhIO MPOIYKTOB MUTAHUS, COIEpIKAIIUX (DIaBOHOU/IBI,
MHTUOMPYIOIINE aKTUBHOCTH Toron3zomepassl 11 (Hampu-
Mep, KBEpIIeTHH, TeHUCTENH, KaTeXWHBI). BombIryto pomnb
WTPACT TMOSBICHUE PA3THYHBIX TCHETHIECKIX N3MCHCHUH,
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IJIaBHBIM 00pa3oM, HaJW4YHe peapamKMpoBKH reHa MLL
(KMT2A), BcTpeuatoreiics B cpeaaeM B 40—80 % cimyua-
€B BpOXKJICHHOT'O JICHKO3a.

BpoxaeHHble JTEHKO3bI MOTYT OBITH MPEICTABICHBI B
BUE OCTporo mwmenougHoro jeiikoza (OMIJI), ocrporo
mumMpoOnactHoro nerikoza (OJIJI) nubo mmeTs cMemiaH-
HbIi (enorur, nmpu atom OMJI cocramsier okono 75 %
BCEX CITy4YaeB.

Ecnu myTtanust mpousonnia Ha caMOM PaHHEM 3Tarie
CO3peBaHMA KICTKH, TO B Ha3BaHUH (HOpPMBI OOIIE3HU 00sI-
3aTeIbHO €CTh NPUCTABKA KIIPE» HIIH KIIPO».

Bpoxnaennsiii OJIJI yaiie Bcero npeactasieH B BUJE
po-B-OJIJI ¢ skcnpeccueit CD15 nu CD19 u xapakrepu-
3yeTcsi MeHee OJaronpHsTHBIM Nporuo3om. s manHO-
ro Buga BOJI taxke xapakrepHsl nepectpoiiku t(4;11)
(921:;923), t(11;19)(g23;p13). Yacto coobmaercs o ero
O6ugeHoTnnMYecKOM BapuaHTe ¢ Kodkcnpeccueir CD33 —
AQHTUTCHOM, aCCOLMMPOBAHHBIM C KJIETKaMU MHUEIIOUIHO-
ro psiaa [10]

B knuHMYecko KapTUHE OTMEYaroTCs TeMopparuye-
CKHUH CHHIPOM, TeNaToCIUIEHOMET M, TOPaKEHUE KOKU
B BHJC CHHIONIHBIX/KPACHBIX Y3JIOB (JICHKeMHUIBI), Ha-
pacTaroT MHTOKCUKALMOHHBIA U MH(MEKIIMOHHBIN CHHIPO-
Mbl. [IposiBiIeHNs BpOXKICHHOTO JIEHKO3a HMEIOT CXO/ICTBO
C psiioM JIpyrux 3a00JeBaHWH HEOHATAIBLHOTO MepHoja
— BPOX/CHHBIM TENaTUTOM, IMTOMEraliled, CEercucoMm,
APUTPOOITACTO30M, MTPH KOTOPHIX TAKKE MOXKET OBIThH Te-
MIaTOCIUIEHOMET IS, TPOMOOIIUTOICHNS U KOXKHO-TEMOp-
paruueckuil cuHIpoM, aHemusl, Jedkouutos [12, 13, 14,
15, 16, 17].

Jlnarnoctuka BpOXJICHHOTO JIEHK03a BKIIIOYAET B ce0sl
BCE JTallbl, KOTOPbIE MPOBOMISATCS U Oojiee CTapIuM Jie-
M. IIpu nuarHocTuke BpPOXKAECHHOIO JIEHKO3a CIENYyEeT
YUUTHIBATH €TI0 PaHHEE MPOSBICHHE (B MEPBHIC AHU WIH
TIEPBBIN MeCsI] MOCIe POKACHUS), HAIu4ne mponudepa-
UM HE3pEeJbIX JEHKOIMTOB W MH(UIBTpannu MU He-
TeMOIIOITHYECKUX TKaHEH, a TaKkKe OTCYTCTBHE JPYTHX
COCTOSIHMM, UMEIOIINX CXOJCTBO KIMHUYECKOM KapTHUHBI
C BPOKJICHHBIM JICHKO30M.

Takum oOpa3om, paHHUI neOroT 3aboieBaHUSA, BBI-
paKeHHBIC KIMHWYECKHE IIPOSIBICHUS, arpecCHBHOE
KIIMHUYECKOE TEYCHHE, MYJIBTHCUCTEMHOCTh IOpaKe-
HUH, HETUITMYHBIE W/WIM PEIKKe JUTs AeTei Oonee crap-
IIEro BO3pacTa XPOMOCOMHBIE adeppauuu (Harmpumep,
t(v;11923), inv(16) (p13.3gq24.3), t(11;12)(pl5; pl3),
t(8;16)(p11); (p13), mepecTpoiiku rena MLL) — ocHOBHEIE
ocobernnoctu OJI y nereit no 1-ro roxa . C TOUKH 3peHUS
sTronoruu U narorexesa OJI y miasieHIeB KapauHaIBHO
ormmuaercst ot OJI nereit Gonee crapiieil Bo3pacTHOM
TPYMIIBI ¥ B3POCIBIX M €T0 CIeIyeT paccMaTpHBaTh Kak
3a0oJeBaHne, CBSI3aHHOE C HApyIICHHEM BHYTPHUYTPOOHO-
TO pa3BUTHs. B moayiepkKy TaHHOW TMIOTE3BI IPHUBOIST-
Csl pe3yJIbTaThl HCCIICIOBAHMS, B KOTOPOM IIPU M3yYCHUH
ITyIIOBUHHOM KPOBM MIIQJICHIIEB METOIOM IIOJIMMEpa3-
HOM IIEMTHOM peakly ObUTH BBISBJICHBI TTOBTOPSIONIHECS
COMAaTUYECKHE T'€HeTHYECKHEe MYTaluu y JeTed, y Ko-
TOpPBIX B manbHeimmeM auarHoctuposan OJI. B mpyroii
TpyIIe AeTell JaHHbIe MyTaluy He OBl 0OHAapYKEHBI B
mynoBuHHOHN kpoBu, 1 OJI y HUX He pa3BuBaiucs. B pa-

6ote Gale K.B. 1 coaBTOpOB MoOKa3aHO, 4TO MOTCHI[HAIb-
HO JIEHKO30T€HHbIE MyTalluu ¢ BoBjJeueHuem reHa MLL
(t(4;11) (921:;923), t(11;19)(q23; p13.3), t(9;11)(p21;q23),
t(10;11) (p12;923), t(11;19)(q23;p13.1)) mpouzonumm BHY-
TpuyTpoOHO [18].

Knunuueckun cnyuaii

B kaduecTBe MOATBEP)KICHUS MPEACTABISIEM BaM KIIH-
HUYECKHH CITydall BPOXKICHHOTO JICHKO3a y HOBOPOXK/ICH-
Horo manpuuka K., 2023 roga poxxnenus, oT Mmarepu 28-Mu
JIET, IMarHO3 KOTOPOTO BBI3BAJ 3aTPYyJHEHUS y HEOHATO-
soroB. OmnMCaHHBIN KIMHUYECKUI Cllyyail OXBaThIBaeT
cynbp0y peOeHKa OT POKIACHUS 10 CMEPTH, HACTYIUBIICH
B Bo3pacTe 32 mHei.

Manpuuk poxmics ot VII GepeMeHHOCTH, MPOTEKaB-
meil Ha ()OHE OTATOIIEHHOTO AaKyIIepCKOTO aHaMHe3a
(npenuectBoBany 4 MEIUIIMHCKUX adopTa), yrpo3bl Ipe-
PBIBaHMSI, OHOKPATHBIX IePHETHUYECKUX BBICBITAHUN Ha
ryoe. B jK€HCKO#M KOHCY/JBTAIlMM MaTh HaO0mazach pe-
TYISIPHO, Ha YIBTPa3BYKOBBIX 0OCIIEIOBAHMSX MATONOTHN
HE BBISBJICHO.

Ponpr 11, cpounsle, B 38 Henens 5 AHEH, caMOIpous3-
BosbHbIE: | mepuoa ponos - 5 4. 00 muH, II nepuon —
20 muH., 6e3BoaHbIN nepuox — 20 MuH. OKOJIOIUIOAHBIC
BOJBI CBETJIBIC.

Macca npu poxaenun - 3220 Tp., pocT - 52 cMm.,
OKPY’KHOCTb T'OJIOBBI - 33 CM., OKPY>KHOCTb I'pyau - 31 cM.
Ornenka 1o mkane Anrap - 8/9 6anios.

MeponpusTus Npu posKICHUU: «KO¥XKa K KOXKe», TyaneT
HOBOpOXKAEHHOTO. K rpynu mpuiaokeH B POIOBOM 3aje,
TIepeBe/IeH Ha COBMECTHOE MpeObIBaHNE.

OOmee cocTosHUE TPU POXKICHUH CPETHEH TsKe-
CTH 32 CYET KOJKHO-TEMOPPArndeckoro cuHiapoma. Kpux
TPOMKHH, YMOIIOHAJIbHBIN. JIBUKEHUS ¥ MBIILICUYHBIN TO-
HycC JocraTouHble. KojkHble MOKPOBBI PO30BBIE, UUCTHIE,
C MHOXECTBEHHBIMHU METEXHAIBHBIMU KPOBOU3IUSHUSIMU
[0 BCEH IMOBEPXHOCTH Tejla U KOHeyHocTed. Buammbie
CIIM3UCTBIE PO30BBIC, YNCTHIE, BIAKHBIE. 1lymOBHHHBIN
OCTaToOK B 3aXUMe, couHbli. [omoBa oxpymiasi, Goib-
moi poguuuok:1,5 x 1,5 cm, He HanpsbkeH. Dopma rpya-
HOW KIJIeTKH NIMIUHJIpUdeckas. Kirtouniel: HapylieHHi
HeT. J[pIXxaHue My3puiIbHOE, MPOBOAUTCS CHMMETPHUHO
¢ 00enx CTOPOH, XPHIIOB HeT, yacToTa abixanus (UJ1) —
48 n/muH. TOHBI cepAlla TPOMKHE, PUTMHYHBIE, 9acTOTa
cepaeunsix cokpamennid (UCC) - 150 ym/mun. Oprassr
OpIOIIHOI MOJOCTH HE yBEIWYEHBI, )KUBOT MSTKHUH, 0e3-
OonezHeHHBIH. OTXOXKAEHHE MEKOHUSI He Obuto. Hapyx-
HBIE TIOJIOBBIE OPTaHBl: MO MYXKCKOMY THITY, MOYMJIICS.
Amnyc: ects. Tazo0enpeHHBIE CyCTaBBl Pa3BOIATCS CBO-
6omH0. Du3nonormueckue pediaexcel xuBbie. [pynp co-
CeT aKTHUBHO.

Juacnos npu poocoenuu: Z38.0. HoBOpOXKICHHBIH.
P54.5. KpoBousnusiHue B KOXY.

PeGeHox mepeBejieH B 11ajaTy COBMECTHOTO IpeObIBa-
HUS ¢ MaMoi. [ pyaHOe BCKapMIIMBaHUE MO TPEeOOBAHMIO.
C menpio Tepanuu reMopparnveckoro CHHAPOMa BBEACH
Sol. Menadioni Natrii bisulfitis 1% - 0,32 mu B/m. [Iuna-
MHYECKOE HaOIIO/ICHHUE.

3a BpeMsi MpeObIBaHUS B OT/AEICHHUH [ HOBOPOXK/ICH-
HBIX JIeTell COCTOsIHME peOCHKa YIOBJICTBOPUTEIBHOEC.
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Kaunuueckuii cayuaii spoicaennozo seiikosa

[TpoBomuiicst €KEIHEBHBI OCMOTp JICUallUM BpavyoM,
HaOJIIOJICHUE U yXOJ MEIMIUHCKOI cecTpoil. Co BTOPBIX
CYTOK OTMEYasloCh IOSIBIICHHE >KEJTYIIHOTO CHHIPOMA
(OnmpyOWH Ha TPETHU CYTKH M/M -221 MKMOITB/T).

[IpoBeneno obcnenoBanue:

e Awnamm3 xpoBu - Hb - 166 r/n. Ht - 50,6%. Op -
4,63x1012/n. L - 10,49x109/1. Tp — 101x109/n
» Koarynorpamma: nporpomMOuHOBOe Bpems, c- 13,8:

AUYTB c- 43; pubpunoren 3,1 1/11.

e HCT - ymepeHHBIE WIIEMUYECKH-THITIOKCHYCCKUE H3-

MEHEHHUsI TOJIOBHOTO MO3Ta.

*  V3U B/0 - MUET03KTA3MS JICBOH MTOYKH.

Bo Bpems HaOIIO/IeHNST KOJKHBIE MTPOSIBICHUSI HCUE3IN
K KOHIly TPETBUX CYTOK, OOIllee COCTOSIHUE HE CTPaJalo,
norepst Macchl 5%, B MOBTOPHOM aHAJIN3€ KPOBU YPOBEHb
remonioonna coctaBmwi 160 T/, KOJTWYECTBO JIEHKOIM-
TOB HECKOJIBKO CHU3WIOCH U coctaBwio 8,3x109/m, mpu
9TOM YHCIIO TPOMOOIINTOB HECKOJIBKO YBEIHYHIOCH — 112
x109/1. T'mroko3a - 3,8 MMOJIB/I.

PebeHOK KOHCYTBTHPOBAaH BpPauOM-T€MarojoroM (1o
TeneoHy), BBIIMCKA TOMOHM pa3pemieHa ¢ KOHTPOJIEM
TPOMOOITNTOB 4/3 | Hememo 1 KOHCYIbTAIlUeH TeMaToo-
ra.

IIpuBuBka nporus renaruta B u BIK nHe cnenana —
OTKa3 MaMBbl.

Jluaenosz na evinucky: 738.0. HoBopoxaeHHBIH pe-
6enok. P61.0. TpomOounTonenns HeyTouHeHHass. Q63.8.
IMnenoskrasus nesoit mouku. P59.8. HeonaranpHas xen-
TyXa.

Janee pebeHok HaOmIONANICS HA yyacTKe BpadoM-Iie-
nuatpoMm. Ha 8-e CyTKM KM3HM Marh CaMOCTOSITENIBHO
ciana KpoBb U 10 pesyiasratam anaiamza (HGB 125 r/m,
WBC 9.4*109/n, RBC 3,6*1012/x1, PLT 272*109/n1) no
TeneoHy KOHCYABTHPOBAHA 3aBEMyOIICH IETCKOW TO-
JIMKJIMHAKOH, TIOCKOJIBKY OTMedajlach HOpMaJH3aIHs
TOKazaTesell KpOBU M OTCYTCTBUE KOXKHBIX ITPOSIBICHUMH,
PEKOMEHJIOBAHO TPOIOJDKUTH HAOJNIOICHNE YYaCTKOBBIM
HeIMaTPOM, KOHTPOJIb aHAJIM30B KPOBU M OCMOTp B 1 Me-
csi. OnHako Ha 18-b1ii 1eHb KU3HHU y peOCHKA BHOBB IMOSI-
BIJINCH BBICHITIAHUS HAa KOJKE B BUIIC «CHHSYKOBOW» CHITIH,
YBEIMYMJIICS B pa3Mepax JKMBOT, IO MOBOJY YEro OCMO-
TPEH YYacTKOBBIM II€MaTpOM, HO JCHCTBUH HHKaKUX
HE MPEANPHUHAITO U MaTh yepe3 6 nHeil — B Bo3pacte 22-X
JIHEH CaMOCTOSITeIbHO 00paTHiIach B MPUEMHOE OTIele-
HHe 00IaCTHOM JETCKOM KJIMHHYECKOW OOJIbHUIIBI, IIOCIE
0CMOTpa peOEHOK OBIT IIepeBeieH B TOPOACKON KITMHUYE-
CKHI IEpUHATAIbHBIN LIEHTP.

[Ipu noctynneHun B NpUEMHBIH TOKOHM COCTOSIHUE TH-
JKEJIOe 3a CYET aHEeMUYECKOro, TPOMOOIINTOIIEHHYECKOTO
cUHAPOMOB. KoxkHbIE OKPOBBI OJIETHBIE, C HKTEPUUHBIM
OTTEHKOM, Ha KOXK€ )KHBOTA M IIPaBOi MMOAMBIIICYHOH BIIa-
JIMHBI SKXUMO3BI OKPYTII0i hopmbl muamerpom 10 1 cm. B
00JacTi BEHEITYHKIMH TPaBOH JIOKTEBON BEHBI HAIOXKEHA
reMocraruydeckast ryoka. [lnanos HocoryOHOTo Tpeyroib-
HUKa B Tokoe. Clm3ucThie 00O0JIOYKH YUCTHIE, CYyOUKTE-
puunsie. YJ1: 64 yn/muHn, carypanus 94-96%. Ilepkyrop-
HO 3BYK JICTOUHBIH. AyCKyJIbTaTUBHO JIBIXaHHE KECTKOE.
YMEpEHHO 0CIIabIeHO 1Mo 3aaHUM ToisiM. O6macTs cepamna
HE U3MeHeHa. BepXyIIeuHbIid ToT9oK B 4-M Mexpedepse,

M0 CPCAHCKIFOYUYHOW JIMHUM, pa3iuTod. TOHBI cepi-
ua purmudneie, YCC 145 yn/mun. [lynbc Ha OenpeHHOM
aprepuu ompezaenserca. JKUBOT B3AYyT, B aKT€ JbIXaHHA
yYacTBYeT, BBIpa)KCHAa BEHO3HAs CeTh. [IpW mambmarum
JKUBOTA OTMeJaeTcs Tpumaca 6onu. [ledeHs mamsmmipyer-
Csl HUDKE Kpasi peOepHOil JTyTH, TUIOTHOW KOHCHUCTCHITUH,
CeJIe3CHKA BBICTYIIACT HUXKE Kpast pEOCPHON nyTrH Ha 5 CM.
DU3HOIOTUIESCKHE PEPIICKCHI BHI3BIBAIOTCSI.

IIpu o6cnenoBaHny, BBIOJHEHHOM B HEOTIOKHOM
peXnMe, BBISBICHBI CIEIYIOIINEe M3MECHEHHUS: B 00IIeM
anamze kposu (OAK): Hb - 80 r/n. Ht — 24,5%. Op —
2,2x1012/1. L — 291 x109/1. Tp — 45x109/n. GnactHbIC
kietku 16, renu ['ymmpexra.

buoxumunueckuii ananmu3 kposu (BAK) - mirokosa 2,3
MMOJIb/T, ModeBHHA 1,IMMONB/I, KpeaTHHHH 62, MK-
MOJIB/J1I, OmmupyOuH obmuit 160 MrMoNB/1, ipssMoit 78,
Henpsmort 82 mxmonw/in, ATAT 27,9en/m, AcAT 113.9
en/n., ruronporenHeMus 49 r/n, anpOymus 33,6 r/i1, CPb
1,0 B HOpMeE.

[Tokazarenu kucioTHO-ocHOBHOTO coctostaus (KOC)
- pH-7,42, pCO2 - 32 mMm.pT.CT., pO2 - 21 MM.pT.CT., BE
- 4 mmons/it, HCO3 - 20,7 mmoin/i, Na -126 mmoms/i1, K -
4,7 MMOIIb/J1, TIIFOK03a - 2,6 mMons/i, Hb -75 r/i.

KOC (xonrpons) - pH - 7,269, pCO2 - 52 mm.pt.
ct., pO2 - 31 mm.prer., BE - 3 mmons/n, HCO3 - 23,9
MMOJIb/1, Na - 128 mmons/n, K - 4,1 MMois/1, IIroKo3a -
3,4 mmons/i, Hb - 61 r/m.

Oxokapaurockonus (3X0-KC) — mexmpencepaHoe co-
oOIIIeHHe Ha YPOBHE OBAaJIBHOTO OKHA 4-5MM, OTKPBITHIH
aprepuaibhbelii potok (OAII) 1,7 MM ¢ JeBo-nIpaBBIM
cOpocom 6e3 00bEMHOI TIepErpy3KH MPABBIX OTACIOB, CO-
KpaTuTelbHasi CIOCOOHOCTh MHOKApIa B HOPME.

3aperucTpupoBaHa OTPHIATEIbHAS IHHAMHKA TIPU
VABTPa3BYKOBOM HCCIICAOBAaHUH BHYTPEHHHX OPTaHOB:
O0TMEUAIOCh HapacTaHUE Pa3MEPOB TOYCK, IICUYCHH U Ce-
JIC3CHKH, B OOKOBBIX KapMaHaX HEOOJBIIOE KOIUYECTBO
CBOOOTHOM KUIKOCTH.

YuuTeiBas KIMHUYECKYIO THHAMHUKY, J1a0OpATOPHBIC
JAaHHBIC ¥ TApaKIMHUYECKHE HCCICIOBAHMS, BBHICTABIICH
paboumii Auaruo3: ocHoBHOM - P 61.8. JIpyrue yTounen-
HbIC TICpUHATANBHBIE TEMATOJOTHYCCKUE HAPYIICHHS
(Octpsrit neiiko3?); comyrcrByrommii: P70.4. Ipexons-
masi HeoHaranpHas runorukemus. P29.8. JIpyrue cep-
JICYHO-COCYIUCThIC HAPYIICHHsI, BOSHUKIIHE B IEPHHA-
TampHOM Tieprosae (OTKphIToe oBajgbHOE OKHO, OAII),
HEOCTaTOYHOCTH KpoBooOparenus (HK) Oct.

B cBs13U ¢ TSOKECTHIO COCTOSHUS U BBISIBIICHHEM OJIacT-
HBIX KIICTOK PEOCHOK IMEPEBE/ICH B JICTCKOC OHKOJOTHYC-
CKOC OTJICJICHUE TOCYIAPCTBEHHOTO OFO/PKETHOTO yUpPEeK-
JeHus1 31paBooxpaHenust - OpeHOyprckuit oOnacTHOU
KJIMHUYECKUN OHKOJIOTHYECKUI AUCIIAHCED.

Cocrostane B nuHamuke Ha I[-om sTame: TshKenoe 3a
CYCET HapacTaHUs aHEMHYECKOTO, TEMOPPAarHYeCKOTO CHH-
IpoMa, ApIxatenbHoi HemocraTouHoctu (JJH), HeBpoo-
THYCCKOU CHMITTOMATHKH.

Ilposedero ooobcnedosanue:

Koarynorpamma —I1TB 15,3; IIT 45; MHO 1,48; TB
19,6; ®ubpunoren 0,96. AUTB >180 c.
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Muenorpamma 11.08.22: Gmacter 76%. Peaknus na
muenonepokcuaasy (MIIO) orpuniatensHasi.

IlyHKTaT KOCTHOrO MO3ra rUIepKJIETOYHbIH MOHOMOP-
(¢HBIA O cOCTaBy, TOTalbHAs METaruIa3us ONACTHBIMH
KIEeTKaMH. Brwimensercs 2 momyisinuu ONacToB pa3HOM
KJICTOYHOW HampaBlieHHOCTH. OcTajJbHbIE POCTKH KpO-
BETBOpEHUS peayluupoBanbl. OcCTpblil cMenianHbli B
KJIETOUHbBII/ MUEI00IACTHBIN JISHKO3

NmmyHodenoTunupoBanne koctHoro mosra (MOT)
(. ExarepmuOypr): (EHOTHII OITyXOJIEBBIX  KIIETOK
CD19+iCD79a+CD45+CD58+ coorerctyer BI-ALL

Onpenenenue  TpaHciaokauuit — meromom  ITIP:
TPaHCIIOKAIIMK HE OOHAPYKEHBI.

UccnenoBanne MeTonoM (uyopecleHTHOH Tuopuu-
3anuu in situ: [lepectpoiika rena MLL obnapykeHa B
80% KITeTOK.

Ha ocHoBaHMU TsDKeCTH TeueHHs 3a00JCBaHUS U HC-
cienoBanusi BeicTaBiieH auarHo3: C91.0 BpoxaeHHblit
octpsiii muMpoomacTHeril Bl neiiko3. TepMuHanbHbIi me-
puon 3abonesanusi. [lepectpoiika rena MLL.

Tepamus OJUJI y meteit no 1-ro roma mMeeT MpUHIIH-
MMHANbHBIC OTIIMYHS TI0 CPAaBHEHHIO C TIPOTOKOJIAMH, pas-
paboTaHHBIMU ISl CTApIIeHl BO3PACTHOW TPYIIIBI, YTO
CBSI3aHO C YCTAHOBJICHHBIM IPEUMYIIECTBOM T'HOPHUIHBIX
CXEeM Ha OCHOBE KOMOHMHAIIMU ITPENapaToB, NPUMEHSIEMbIX
npu OJIJT u OMJL

[IpunaTO peleHne o NpoBeIEeHUU UTOPELYKTUBHON
Tepanuu: JTono3ua, MutokcanTpoH. [IpoBoxmmace mpo-
¢unaxTrka cuHIpOoMa octporo smsuca omyxonu (COJIO),
KOTOPBIN OCJIOXKHSIET JICYCHHUE BBICOKOAIPECCUBHBIX JICH-
KO30B, TUM(POM Y JeTel U CONPOBOXKIACTCS JICTaIbHBIM
ucxogoM B 21,4% tsoxensix ciydaeB. B ocnoBe COJIO
JISKUT pacraj OITyXOJIEBBIX KIETOK, IIPH KOTOPOM 00BEM
MIPOIYKTOB pacrajia MPEeBHIIIAET IKCKPETOPHBIE BO3SMOXK-
HoCTH nodek. B rpynmy pucka passurus COJIO Bxomsar
TAIMEHTHI ¢ OCTPBIM JIMM(OOIACTHBIM JICHKO30M, COIPO-
BOXKIAFOIIUMCS THITEpIcHKonuTo30M (6omee 100 x 109/m)
U HEXODKKUHCKUMHE JTUM(OMaMU ¢ OOJIBIIION OIyX0JICBOM
maccoit (III-IV cragum 3abomeBanus) [19]. IIpodunak-
tika COJIO BKiIO9ana KOHTPOIs BBEACHHOW U BBI/ICIICH-
HOW JKHJKOCTH, BecCa MAICHTa, YPOBCHD KallWsl, HATPHS,
¢docdopa, KaabLUs, KpeaTHHWHA ¥ MOYEBHHBI, MOUCBOI
KucnoThl 1 Jakraraeruaporenassl (JIAI), kimHuYeckuit
aHanu3 Moud, KOHTpoib OKI' M KIMHWYEeCKHil aHanm3
KPOBH OTHOKPATHO B CYTKH COTVIACHO ACHCTBYIOIINM KITH-
HUYECKUM pPEKOMCHIAIMAM. 3aMECTHUTENbHAs Teparus
BKutodana: Kpuonpenunurar, Ans0yMuH, DPUTPOB3BECH.
Tepanus nuykunu pemuccun JlekcamerazoHOM 110 Ipo-
tokory MLL Baby 2006.

Hecmotpst Ha nmpoBoMMOE JieueHHe, IPOrpeccupoBa-
HHE OCHOBHOTO 3a00JIEBAHHSI CONIPOBOXKAATIOCH PAa3BUTHU-
€M IMOJIMOPraHHOM HEJIO0CTAaTOYHOCTH M B Bo3pacte 1-ro
Mecsiia pebeHOK ymep.

OT mpoBeeHusT NaToJIOTOAaHATOMHUYECKOTO HCCIIe0-
BaHMsI POJMTENN peOCHKA MMCHbMEHHO OTKA3aJIUCh, YTO HE
M03BOJISIET CO CTOIPOLIGHTHOW BEPOSITHOCTHIO CYIAMTH O
npuunHe cMepTH. C y4eToM KIMHUKO-aHAMHECTHYECKUX
JJAaHHBIX HEMOCPEJCTBEHHOM INPUYMHON CMEpTH cTaja
oCTpasi CeplIedHO-JIeroYHasi HeIOCTATOYHOCTh Ha (hoHE

METAacTaTUYECKOT0 TMOpPaXEHUS] BHYTPEHHHX OPraHOB B
tepmuHansHOM Tniepuonie BOJI, He mckimouaeTcs remop-
paru4ecKkuil CUHAPOM C KPOBOU3IHMSHUSMHU B JIETKHE Ha
(hoHe KoarysaonaTHy.

ocmeptrbnit auarao3: C91.0. BpoxmeHHBIH oCTphIi
muM¢oonactHbit Bl nefiko3. TepmuHanbHBIN Eepros 3a-
6onesanus. [lepectpoiika rera MLL. Cunapom momauop-
TaHHOW HEIOCTATOYHOCTH (IbIXaTeNbHAs, MEUYCHOYHAs).
Coctossnue mnocne nutopenykrtuBHoi IIXT. IlombiTka
Havasa uHAyKun pemuccun. /IBC, cocrosBmieecst Kpo-
BOTEUEHUE U3 CIM3UCTON HOCO- 1 poToroTku. PIIC. Cep-
JICUHO-JIETOYHAasI HEIOCTATOYHOCTb.

Oobcy:xnenune

Takum 00pa3oM, NPOBENECHHOE KIMHHUYECKOE HC-
CJIeIOBaHME I0KA3aJI0, YTO Y HOBOPOXKAEHHOTO peOeHKa
MMeJ MecTo HauboJiee YacTo BCTPEYAIOIINiics BPOXK/ICH-
HBIN JIeHik03 ¢ mepectpoiikoil reHa MLL. Oco6eHHOCTEIO
JIAaHHOTO CITydYas SBJISIETCSI paHee Pa3BUTHE KIMHUYECKUX
IIPOSIBJICHUM BPOXKIEHHOTO JIEWK03a — FeMOPParu4ecKoro
CHHJIpOMa TIPH POXJCHNUH, TeMaTOJOIMYEeCKUX H3MEHe-
HU B aHAJIM3aX KPOBHU, KOTOpPbIE ObUIN HE YUYTEHbI HEOHA-
TOJIOTAaMH W HEAHATPOM H3-32 BOJIHOOOPA3HOTO TEYEHHS
— yracaHusi Ha BTOpBIE CYTKH >KU3HH M BO30OHOBJICHUS
Ha 18-bIif 1eHb KU3HHU C MPOTPECCUPYIOIUM TEeUEHHEM
¥ pa3BepThIBAHMEM THINYHON KIMHUKU B BUJIE IelaTtoc-
TUICHOMETaJIMH, JISHKeMUYeCKUX MH(UIBTPATOB Ha KOXE
U TOTaJbHOW METarula3ud KOCTHOTO MO3ra, TO €CTh 00-
pamaeT BHUMaHHE HETHITUYHOCTh KIMHHUYECKUX IPOSIB-
JICHUH OITyXOJIEBOTro 3a0oJieBaHusl, JJIsl KOTOpOro 0ojee
XapaKkTepHO JIMHEUHOE TeUCHUE.

[lepBBIM KIMHUYECKHM IIPOSIBICHUEM 3a00JeBaHMs
CTaJli yMEpEeHHbIE U3MEHEHHUSI CO CTOPOHBI O0IIero aHa-
7132 KPOBH B COYETAHHUH C TE€MOPPArn4eCcKUM CHHIPO-
MOM, 4TO ¥ BBEJO B 3a0iy)KIECHHE CIELIHUAINCTOB, pado-
TaBIIUX C IMAIMCHTOM, T.K. OHHW MOIJIN 6I)ITI) 0OBSICHEHBI
TPAaH3UTOPHBIMH COCTOSIHUSIMU HOBOPOXKIEHHOTO.

[pu OJIJI mmrenbHOCTH aHamHe3a 3a00JIeBaHUS OT
MOMEHTA MOSIBICHUS] IEPBBIX KIMHNYECKUX IPU3HAKOB 10
Mopdoorndeckoll BepuUKaIMKU JTHarHo3a COCTABISIET
OT HCCKOJIbBKHUX HCACJIb JO HCCKOJIbBKHX MCCALCB, B JTaH-
HOH K€ CUTyallil HETaTUBHBIM (DAaKTOpOM, PUBEAIINM B
UTOTE K JIETAJIbHOMY HCXO/Y, CTaJI0 O4eHb OBICTpOE Teue-
Hue 3a00J1€BaHMsI, K COXKAJICHHIO, CBOUCTBEHHOE UMEHHO
BpokaeHHBIM (hopmam OJIJL.

KnnHnyeckast KapTHHA ONpeeNsieTcsl CTeleHb0 Ha-
pymienus (QyHKIMH KOCTHOrOo Mo3ra (aHeMHs, IeMop-
paruuecKui CHHIPOM M pa3BUTHE HH(EKIMHA pas3iind-
HOW CTENEeHHU THKECTH) M HaJIMYHEeM OITyXOJEeBOH MacChl
(opranomeranus, OONBIIOE KOJHYECTBO OITYXOJEBBIX
KJIETOK B mepudepndeckoil KposH, JuMdoaseHonarus
u nopaxenue cpenocrenus, [ITHC, koxwu, simuek, neike-
MHUYeCKas MHOWIBTpALKs ceTdaTku). B maHHOM ciydae
Ha crenn(pUUecKylo KapTHHY 3a00JieBaHUsI HAKIIabIBa-
eTcs MePexXOoHbII Nepro]; HOBOPOKAEHHOCTH CO CBOMMHU
TPAH3UTOPHBIMH COCTOSTHUSIMH, KOTOPbIE KaK yXY/IIAroT
B I[CJIOM MPOTHO3 3a00JIeBaHusl, TaK ¥, HA00OPOT, Ha Ha-
YaJbHBIX CTAANAX MACKUPYIOT KIMHUYECKHUE TPOSBICHUS
COOCTBEHHO JIeHKO3a.
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[Ipn BbIsIBICHNWU 3a00NeBaHUS TAJIbHEWIIAs TaKTHKa
BE/ICHMS MAIMEHTa OblIa MPABIIIBHOH U B LIEJIOM COOTBET-
CTBOBaJa JEHCTBYIOIUM KIMHUYECKUM PEKOMEHIALMIM,
yTBepkaAeHHBIM B 2020 romy M pa3MemieHHBIM B o¢u-
IUAIbHOM pYyOpHKaTOpe KIMHUYECKHX pPEKOMEHIAIni
Munsapasa Poccun.

Takum 00pazom, UMEET MECTO MO3IHSS TUATHOCTHKA
YpE3BBIYANHO arpeCCUBHOM (POPMBI OCTPOTO JIeHKO3a, KO-
TOpasi HE TIO3BOJIMIIA IOCTUYb KIMHUYECKOH PEMHUCCHHU Ha
(hoHE IPOTHBOOITYXOIEBOI TEpaTHH, TPOBOAMMOI B COOT-
BETCTBUH C JICHCTBYIOIMMHI KINMHUYECKHIMH PEKOMEH/Ia-
LUSAMH, YTO U MOCITY>KUJI0 IPUUNHOMN JIETAIIBHOTO UCXO/a.

K coxanenuto, o UMerOIUMCs Y HaC JaHHBIM, BBIKH-
BAa€MOCTb HO)IOGHLIX MangueHTOB, HCCMOTPS HAa BCE YCIIC-
XU B Pa3BUTHH Tepanuu JIEHKO30B, OCTAETCS HU3KOM, YTO
CBSI3aHO C 0COOEHHOCTSIMH MPOTH()EPUPYIOIINX KIETOK H
OpraHu3Ma HOBOPOXKIEHHOTO C OTHOCHTEIBHO HH3KHMH
KOMII€HCATOPHBIMH BO3MOXKHOCTSMU.
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3akaouenne

1. BpoxaeHHbI Jeiko3 — penyaiiiias Hatoaorus,
MaJIO3HAKOMAsl HCOHATOJIOTaM, TIeIHaTPaM.

2. ObHapyXeHHe BHE3aIHO MOSBIISIFOIIMXCS YKXUMO-
30B Ha KOXE, BRIPAKCHHOM OJICIHOCTH KOXKHBIX IOKPOBOB
B COYCTAaHUH C M3MEHEHHSMH B NepUPEPUICCKON KPOBH
y pebeHKa TEepPBBIX MECSLEB )KH3HU MOXKET CITy)KUTh OC-
HOBAaHUECM [UTSL TTOMO3PEHUS JTUMQPOIPOInpepaTHBHOTO
3a00JIeBaHMUS.

3. HebnaronpusTHbIil B 1[€JIOM MPOTHO3 Y TMOJOOHBIX
MAIMEHTOB MOPON YCyryOsieTCsl KaK B MPEICTABICHHOM
cily4yae OTHOCHUTEIBHO IO3[HEN IHAarHOCTUKOM M3-3a OT-
CYTCTBHS HACTOPOXKCHHOCTH Bpavel M HeCTen()UIeCKOM
KIIMHUKH Ha Ha4aJIbHOM JTalle, MACKUPYEeMOH TPaH3UTOP-
HBIMHU COCTOSTHHUSIMU TICPUOIa HOBOPOXKICHHOCTH.
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