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B cratbe npuBoanTCcS ONMCAHME KIMHUYECKOrO ClyYas MHPAHTUIBLHOTO MHOUBPOMATO3a Y HoBOpOXAeHHOro peberka. MupaHTmnb-
HbI MMOPUOBPOMATO3 — PEAKO BCTPEUAIOLLASCS ME3EHXUMATIBHAS OMYXOMb MATKMX TKAHEM rONOBbI, KOHEYHOCTM, TYJIOBULLA Y AETEH,
06napaoLWas MECTHbIM MHGUALTPATHBHBIM pocTom Be3 MeTacTasos. B xone obcnenoBaHms AAHHOTO NAUMEHTA Gbink AMArHOCTMPOBA-
Hbl MHOXECTBEHHbIE MMODUBPOMBI, UMEBLLME TEHAEHLMIO K POCTY B COYETAHMM C OKTUBHOM repnecBUPyCHON uHdpekumen. B naHHom
Cy4ae He MCKIIOYAETCS BAMSHUE CMELLAHHOM repreTnieckoi MHPEKLMM Ha POCT MUOPUOPOM, TAK KaK HA GOHE MPOTUBOBUPYCHOTO
neveHms Bbina NOayYEHd NONOXMUTENLHAS AMHAMMKA C YMEHBLIEHMEM KOSIMHECTBA M PA3MEPOB HOBOOBPA30BAHMA.
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The article describes the clinical case of infantile myofibromatosis of a newborn child. Infantile myofibromatosis is a rare mesenchymal tumor of the soft tissues of the
head, limbs, trunk in children with infiltrative local growth, without metastases. During the examination the patient was diagnosed multiple myofibroms, which had a
tendency to increase in the combination of active herpes infection. In this case, does not exclude the impact of mixed herpetic infection on the growth of myofibroms
as on the background of antiviral treatment showed positive dynamics with a decrease in the number and size of tumors.
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MudanTunbHbin Muodubpomaros (MM) — saborne-
BOHME, XAPAKTEPM3YIOLLEECS MOSIBIEHMEM ME3EHXMMAIBHBIX
OMyxOonen MSArKMX TKAHEW FOnoBbl TYNOBUILLA M KOHEYHOCTEM
(kpaitHe pepko — BO BHYTpPeHHWX opraHax), obnaaarowx
MECTHBIM MHPUABTPATUBHBIM pOocToM 6e3 MeTactaszos [1]. B me-
OMUMHCKOM NUTEPATYPE BrEpBble MOHSTUE PpUOPOMATO3 BbiNo
esegeHo Croytom A. (AP. Stout) 8 1945 roay. B nocneayiowpe
rofsl 6bina paspabotaHa knaccudrkaums GprbpomaTosos, Bbi-
neneHbl GOPMbI, OCOBEHHOCTH TEHEHMS, TOKANU3ALMS.

TouHast yacToTa 3a60MeBaHMs HE M3BECTHA, MO NPUGU3K-
TenbHbIM oueHkam, BcTpedaetca y 1: 150 000 — 400 000 xu-
BOPOXAEHHbIX. HecMoTpsi Ha 3HauuTenbHYlO pacnpocTpa-
HenHocTb (MM coctaensetr po 90% pobpokayecTBeHHbIX

bubponnactuuecknx onyxonen y geten fo 2-x net), sabone-
BOHME HEPEOKO HE AMATHOCTUPYIOT MAM OHO HA MPAKTUKE
wndpyeTcs Nog APYrMMM AMATHO3AMM.

C y48TOM KNMHMYECKOM KAPTHHbI BLIAENSIOT YeTblpe TMNa
NM:

— CONMTAPHLIN (OAMHOUHBIN y3enok Ha koxe w/unu B
MBILILLOX FOMOBBI, WEW UK TyNoBMILa);

— BPOXAEHHbIA MHOXECTBEHHBIN (MHOFOUYMCNIEHHbIE Y3€er-
KM B KOXE M MbILILAX);

— BPOXAEHHBI MHOXECTBEHHbINA C eAMHUYHBIM NOopaXe-
HWEM BHYTPEHHMX OPraHOB;

— BPOXAEHHbIA MHOXECTBEHHBINA C OKTUBHBIM BOBIEYEHM-
€M BHYTPEHHWX OPraHOB (MHOXECTBEHHbIE MOPAXEHMS KOXM
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W/MAK MBILLLL, KOCTEM, NErknX, CEPALA M KENyAOYHO-KMLIEY-
HOro TPaKTa).

BonblwMHCTBO cnyyaes BRSIOTCA  CMOPAAMYECKUMM W
M30UPOBAHHbBIMM.

Conutaphas popma sensetcs Haubonee pacnpocTtpa-
HEeHHOI 1 coctaenseT npumepHo 7 5% cnyvaee MM. Mudak-
TUNbHBIA MMOGUOPOMATO3 C NOPAXEHMEM BHYTPEHHUX OPra-
HOB siBnsieTcs Haubonee Taxenon bopmoi 3060neBaHUs W
XOPOKTEPU3YETCS  MHOXECTBEHHBIMU HOBOOBPA30BAHMAMM
KOXM, MbILUL, KOCTEM, BHYTPEHHUX OPraHOB, TAKMX, KAK Ner-
KWe, cepaue M Xenyao4HO-KMLLIEUHbIM TPAKT.

MoTeHuMan 31o0KaYeCTBEHHOCTU MHAHTHUNBHOM MMOPHE-
poMmbl He onpegeneH. Hactb mccnepoBaTenei OTHOCUT 3Ty
onyxonb K BOBPOKAYECTBEHHbBIM, YACTb — K 3/10KAYECTBEH-
HbIM.

MNpeanonaraioT reHeTMYECKyIO PO B pa3suTuu 3abone-
BOHWMs. M3BecTHbl ABA reHa, oTBeYalOWMX 30 passuTHe 3a6o-
nesanms: PDGFRB u NOTCH3, koampytowme 6enku PDGFRB
1 NOTCH3 cootsetcreenHo. PDGFRB — 310 Tpo3suHkmHas-
HbIM peuenTop TPOMBOLMTAPHEIX GAKTOPOB POCTA, KOTOPbIE
SIBNSIOTCS MUTOTEHAMM A/151 KNIETOK ME3EHXMMATbHOrO NMpomC-
xoxperus. NOTCH32 perynupyet skcnpeccuio PDGFRB
[2—4]. 370 nossonset npepnonoxmuts, uto aedekTsl B 060-
MX TE@HAX — YACTb OAHOTO MATOTEHETUYECKOro MEeXAHWU3MA.
Puck popute pebeHka, KOTOPLIN ABASETCS 300POBLIM HOCUTE-
nem, cocrasnsiet 50% npu kaxpon HbepemenHoctn. Llawnc
ans pebeHKa Noay4nTh ABA HOPMANbHBIX FEeHA W BbITb reHeTH-
4eCKM HOPMASbHBIMU [/l STOFO KOHKPETHOTO MPM3HAKA CO-
crasnsiet 25%. Puck sBnseTcs oaMHAKOBbIM A1l MYXCKOTO M
XeHcKoro nona.

[MarHocTka oT4aCTM  OCHOBBLIBOETCS HA  CEMENHOM
aHaMHe3e M U3MKANLHOM MccnefoBaHuu. [pu ocmoTpe
MOXHO BbISIBUTb OAMHOYHBIE WIIM MHOXECTBEHHbIE TBEPAbIE,
6e360ne3HEHHBIE Y3ENKH1, TENECHOTO MM 6ArpoBoro LBeTa B
KOXe, MOAKOXHOM XMPOBOWM KIeTYaTKe, NonepeyHo-nonoca-
ThIX MBILLILLOX.

B kauectBe AOMONHWTENbHBIX METOAOB WCCIEAOBAHMS
MoxHo paccmatpueats Y3U u MPT. [laHHble MeToabl BU3Y-
QnM3aLMKM MOTYT BbITb MCMONB3OBAHBI 471 OLEHKW PA3MEPOB
MMOPHUOPOM, NPOrPECCHPOBAHMS MX PA3MEPOB, AUATHOCTH-
KM PELMAMBOB W OMpefeneHns TaKTUKM XMPYPrYecKoro ne-
YeHms.

Mpyu ynbTpa3ByKOBOM WMCCNEROBAHUM MUOGUEPOMBI Bbl-
ISAST KOK OBpPa3OBAHMS C GHIXOMEHHbIM LEHTPOM W MpH
MPT — kak curHan HUM3KOM MHTEHCHBHOCTM Ha T1-B3BeLeH-
HbIX M306PAXEHUAX 1 OBNACTM CUTHANA BHICOKOM MM HA3KOM
MHTEHCUBHOCTU HA T2-B3BELEHHbIX M306PAXEHUSX, pexe —
npu KT — kak o6pazoBaHme ¢ nepupepryecknm ycuneHmem
CUrHanNa, KanbLUMPUKATAMM.

OKoHuaTenbHbIA AMATHO3 MUOGUOPOMBI MOXET BbITb yC-
TOHOBSIEH TOJILKO MOCSE MUCTONOrMYECKOrO UCCE[OBAHMS.

MonekynsapHo-reHetnieckoe TectMposanue M3 obpasua
KPOBM MOXET MOATBEPAMTL FEHETUYECKYIO NprunHy ans MM B
KOHKpETHbIX criyyasx. OfHAKO «30M10TbIM CTAHAAPTOM» AMAr-
Hoctnkn MM sensetca mopdonoruyeckoe MccnefosaHue.
Onyxonb COCTOUT M3 HeonnacTuyecknx mmobubpobnacros
pasHoi ctenenn anddepeHUUpoBkM, KoTopble GOPMUPYIOT
pA3HblE MO CTPOEHMIO 30HbI. MIMMYHO-TUCTOXMMMYECKOE MUC-

CNefiOBAHME BbISBIISET SKCMPECCUIO BUMEHTMHA M QAKTMHA
FNOAKOMBILLIEYHBIX KIIETOK.

[nddepernanbHyio AMArHOCTUKY NPOBOAST C FEMAHIMO-
MO, NMMPAHTUOMOM, HENPOPUBPOMON, UHDAHTUILHOM
PrbpocapkomMor, rMcTMoLMTO30M M3 kneTok JlaHrepraxca,
BOCMAMMUTENBLHON MMOpUBpoBNacTUieckoi onyxonsio, aec-
MOMAHBLIMM OMYXOJSIMU, O TAKXE AEPMOMAHBIMU MK SNKUaEpP-
MOMAHBIMM OMYXONSAMM.

CranpgapTusosaHHoro nedenuns MM Het. Jleuenne MM
NPAKTUYECKU MHAMBMAYQNbHOE M 3ABMCMT OT BbISIBIEHBIX
CMMNTOMOB B KOX[OOM KOHKPETHOM ciyyae. [Ins goctixeHus
ycrexa B fie4eHnmn TpebyeTcsi KOOPAMHALYS YCUIMIA KOMAHAHI
PA3HBIX CMELMANUCTOB: HEOHATONOIOB, NEeAMAaTPOB, MHdeK-
LMOHNCTOB, OHKOJIOrOB, OPTOMEAOB, AEPMATONOIOB U ApPY-
mmx. BaxHa Takke neuxonorMyeckas nogaepxKa ceMbe.

Xupypruyeckoe neyeHue MPOM3BOAMTCS B TOM Cryuae,
€CIM CYLLECTBYET BOB/IEYEHME B MPOLLECC BHYTPEHHWUX opra-
HOB, KOTOPOE MNPEACTABNSET HEMOCPEACTBEHHYIO Yrpo3y
13-3a BIIM30CTH PACMONOXEHUS K KM3HEHHO-BAXHBIM Opra-
HOM, WK B Clly4ae NPOrpeccMBHOrO pocTa HoBoobpasosa-
Huit. Tpubnuautensio B8 10% cnyyaee BO3MOXHO peuy-
AMBUPYIOLLEE TEUEHME.

XnMuoTepanus Takxe MOXeT BbiTb MCMONb3OBAHA ANs fe-
YEHMS CNy4aeB C BOBIEYEHMEM BHYTPEHHWUX OPraHoB, u/unu
NOSBNEHUS PELMAMBA NOCNE ONEPATMBHOTO BMELIATENLCTBA,
a TaKXe B TOM Cily4de, KOTAd onepauus Gbina HEBO3MOXHA
n3-3a ocobeHHoCTe nokanmaaummn mmodubpom (bansocts K
XM3HEHHO-BAXHBIM OpraHam). B Mupe cywecteyet onbiT ne-
YEHMs C MOMOLLBIO KOMBMHALMM METOTPEKCATA W BUHONACTH-
Ha [5, 6]. B apyrvx cnyyasx — uHTepdepoHom anbda iu B
KOMBMHALMM C BUHKPUCTUHOM, AOKTMHOMMLMHOM, LMKNO-
dbocdammnpom [7, 8].

Mportos obblYHO BAArONPUSTHBIA NPU OTCYTCTBMM NOPa-
XEHWs BHYTPEHHMX opraHos. Hacto HabnofaeTcs CoHTAH-
Has perpeccus sabonesanus. [lopaxeHne BHYTPEHHUX Op-
FQHOB ACCOLMMPOBAHO CO 3HAYMTENBHO MeHee BraronpusT-
HbIM MCXxofoM. B otcyTtcTue neuvenmns go 70 % cnyyaes 3a-
kaHuuBatoTcs netansHo. CmepTb 0BbIMHO HACTyNAEeT M3-3a
CAABIIEHMS OPraHOB U BOB/IEYEHMS B MPOLIECC CEPAEYHO-COCY-
OMCTOW, AbIXATENbHOM U NULLEBAPMUTENBHOMN CUCTEMBI.

MpuBogum knuHUuecknin cnyyain 3aboneBanHuns Ho-
BOpoOXaeHHoro pebeHka.

HoHowenHas pesouka (pata poxpewms 31.12.15) ot
XeHWmHbl 36 NeT C OTArOLLEHHBIM COMATMYECKMM (BpOXAEH-
HbIi MOPOK CEPALA: OTKPLITOE OBANbHOE OKHO, XEN4YHOKa-
MeHHas 6oe3Hb, XPOHUYECKMIA PAPUHTUT, XPOHUYECKMI ra-
CTPMT) M FMHEKONOTMYECKMM GHAMHE3OM (MMOMA MATKM, MO-
nmn uepeurkansHoro kaHana). PebeHok ot nepeoit Gepeme-
HocTH, npoTekaslen B |—Il Tpumectpax — 6e3 ocobeHHoc-
teid, B |l TpUMecTpe — c BHYTPMMNEYEHOUHBIM XONECTA30M,
oTeKaMM, aHemuelr, bGeccumnTomHoM 6Gaktepuypuen. Bo
BPeMsi GEPEMEHHOCTM OTMEYEHbI MPOSIBIEHNS XPOHUYECKOM
rMnokcuu nnopa. Ha onnopryHuctuueckue nHpekumm He Gbi-
na obcneposaHa. Pogpl nepsbie, B rONOBHOM NPeanexaHmi,
Ha cpoke 38 Hegenb. Macca npu poxaeHmn 3080 r, poct
49 cM, oKpyxXHOCTb ronosbl 34 CM, OKPYXHOCTb rpyau
33 cm. Ouenka no wkane Anrap 8/9 6annoe. CocrosHue
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NP1 poxapeHnu yaoenetsoputensHoe. lNynoeuHa otnana Ha
4 cyTKM XM3HU.

AnamHes sabonesanus: C MoMeHTa poxpaeHus peberka
BLISIBSIEHbI OMyXONeBUaHbe 06PA30BAHMS B NPABOMA NOAMbI-
Lwe4HoM 0bnacTu, Ha NepeaHen U 3aLHe NOBEPXHOCTH rone-
HW, CO BTOPbLIX CYTOK XM3HW — MOSIBIEHNE OMYyXONEBUAHOTO
06pa30BaHMA B NOSCHUYHOM 06NACTH, B NAXOBOM 06NACTH.

Y3 BHyTpeHHux opraHos ot 08.01.16 — npocnexuea-
IOTC MHOXXECTBEHHbIE HEOAHOPOAHbIE XMOKOCTHO-TKAHEBbIE
obpasoBaHms B 06naCTH BOPOT NEYEHM, NMOYEK M MOYEBOTO
ny3bipsi. B 3a6ploWwmHHOM NPOCTPAHCTBE, MO XOAY MOSCHMY-
HbIX MBILLLL, OT YPOBHS rpebHs NOAB3AOLIHON KOCTH CNEBA [0
BOPOT NIEBOM NOYKM ONpeaenseTcs obbeMHoe 0bpa3oBaHMe,
COCTOSsILLLEE U3 MHOXECTBEHHbIX Y3MI0B PA3Mepamu oT 27 X
x26 x 20 vm go 21 x 15 x 10 MM, C 4ETKUMM KOHTYpPaMM,
HEOHOPOAHOM CTPYKTYPOW, PerMoHapHbie nMMdaTUeckue
y3nbl uameHeHbl. KposoTok B 06pasosaHumn ybeantensHo He
npocnexusaercs. 3akmoyeHne: Y3 npusHakn oBbeMHOro
MHOroy3510B0ro 06pa30BaHHs 306PIOWMHHOMO NPOCTPAHCT-
Ba (HerMpobnactoma?).

B npyrx obnactax (no ganmbim Y3WM) — B npasoi noa-
MbILLEYHOM OBNACTM, NPABOM OKOMOYLLHOM obnactu, B 06-
NOCTU CMUHBI, KXMBOTA — TAKXE ONPEAENsIMCh MHOXECTBEH-
Hble 06bemHble OBPA3OBAHMS C YETKUMM KOHTYPAMM, HEOA-
HOPOAHOM CTPYKTYPOM.

Ha meBsitbie CyTKM XM3HM BEBOYKA B COCTOSIHUM CPEAHEN
CTEMeHU TAXECTU A YTOYHEHMS OMATHO3A M OMpPeneneHus
TOKTMKM NEYEHUs MOCTYNUIA B OTAENeHWe NATONOrMKM HOBO-
POXAEHHbIX M HEJOHOLWEHHbIX AeTel HayuHo-npakTuyeckoro
LEHTPA CeumnanmsnpoBaHHON nomolum aetsm um. B.®. Bon-
Ho-flceHeLKOro ¢ NMpeaBapUTENbHLIM AnarHosom: MHoxect-
BEHHbLIE OMYXOJNEBUAHbIE OBPA3OBAHMS, TAE HAXOAMAACH C
09.01.16 no 26.02.16.

Mpu noctynnenmn macca 2840 r, poct 50 cMm, okpyx-
HocTb rpyan 33 cm, okpyxHocTs ronoest 33 cm. CocrosiHue
pebeHka cpepHei cTeneHu Tsaxectu. B pononHutensHom ok-
CUreHaLMK He Hyxaanack. [1pu ocmoTpe — B nose drekcuu,
OBMIATENbHAS OKTUBHOCTb AOCTATOYHAS, MbILLEYHbIA TOHYC
AMCTOHMYHbIA. BesycnosHble ¢usmonornyeckmne pednekchb
HOBOPOXAEHHbIX BbI3bIBAIOTCS, OAHAKO C BLICTPbLIM MCTOLLE-
Hem. Kpuk cpemHei cumbl, SMOLMOHANBHO OKPALUEHHBIN.
[Ma3a OTKPLIBAET OXOTHO, B3MsH KPATKOBPEMEHHO (UKCH-
pyeT. [paBUALHOTO TENOCNOXEHMS, BOCTATOYHOTO MUTAHMS.
lonoBa okpyrnoi popMsl, Gonbluoi poaHuyok 2,5 x 2,5 cm,
HQ YPOBHE KOCTHbIX CTPYKTyp, He HanpsxeH. KoxHele no-
KpPOBbI PO30BbIE, CyxHe, uucThie. [lynoyHas paHka nog rpy-
601 remopparuyeckoi kKopoukoi. [pyaHas kneTka cMmmer-
PUYHAS, PABHOMEPHO YYACTBYET B OKTE AbIXAHMA. AyCKynb-
TATUBHO AbIXaHKe NyspunsHoe. CepaeyHbie TOHbI FPOMKME,
puTMmuHbie. XXMBOT gocTyneH rmybokoi nanbnauum Bo BCex
otaenax, markui, besbonesHenHbiit. Kpai nedenu BoicTy-
naet Ha 1,5 cm us-nog kpas pebépHoit ayru. Monossie op-
raHbl CPOPMUPOBAHBI MPABUILHO, MO XeHcKoMy Tuny. Pu-
3MonorMYeckmne oTnpasnerms 6es OTKIOHeHWH oT BO3pacT-
HOM HOPMbI.

Status localis: cnpasa 1 cnesa B 06nacT MOSCHUYHBIX
MBILLL, ONPEeAensioTcsi HOBOOBPA30BAHMSA HEPOBHON HOPMBI,
TBEPAOW MNOTHOM, KOHCUCTEHLMM, AMameTpom 4 x 3 cM,

Doro 1. HoBoobpazosarus B nogMbiLLedHOM obnacty

®doto 2. AHanornyHsie O6pG3OBGHMﬂ HQ TeNe, KOHEYHOCTAX

KOXQ HOM HUMM HEe HEeM3MEHEHd, Hag ObnacTbio neyYyeHu —
ananornuHoe Hosoobpasosarue 0,5 x 0,7 cM, Hag nesoit Ko-
NIEHHOM YALLEYKON — 2 X 2 CM, B MPABOM NOAMBILLIEYHOM obnac-
™ — 3 x 4 cM, B NeBOM Noag3AoLWHON obnacth — 2 x 2 cm —
aHanoryHbie obpasoeanus. [o nepeaHeit noBepxHOCTH ne-
Boit ronewn — 0,4 x 0,4 cm — nanyna 6arposoro upeTq,
MNOTHOM KOHCWUCTEHLMM, MPWU HALABAMBAHMM He OrnepHeer,
TOKXE HA NIeBOM rOfeHM ToYeyHble 6ArpoBbie 3NEMEHTbl 40
5 wryk. Bce BblwenepeuncrerHble 06pasoBaHmMs Npu Nanb-
naumm 6esbonesHenHble. HoBo6pasosanus umenu TeHaeH-
umio k pocty (poto 1, 2).

Pesynitarel obcnenoanms: B aHanmsax kposu ot 15.01.16 —
nenkounTo3s fo 26,8 TbiC., U3MEHEHMIT CO CTOPOHbI SPUTPO-
LMTAPHOTO POCTKA KPOBM, O TAKXE NENKOLUTAPHON GOPMbI
KPOBM, HO MPOTSXEHUM BCEro CPOKa NpebbiBaHMS B CTALM-
oHape BbiSiBNEHO He 6bino. ViMena Mecto TeHaeHums K no-
BbiWweHuio Tpombountos (ao 804 Teic.). B Bruoxmummuueckom
QHANKM3E KPOBM M KOAryNorpamMme He Bbino BbIPAXEHHbIX
M3MeHeHUH. YPOBEHb NPOKAbLUMTOHMHA HE MOBbILIANCS Bbl-
we HopMmsl. [TokasaTenu TMPeOUAHbIX FOPMOHOB, KOPTU30-
110 CbIBOPOTKM KPOBM COOTBETCTBOBAJIM BO3PACTHOM HOP-
me. B ummyHorpamme ot 09.02.16 r. Ha pore numeoumnTo-
3a ¢ NpeobnafaLWyM NOBbILLEHUEM YPOBHS T-Xennepos,
OTMEYANOCh CHUXEHME NEeRKOLUTAPHO-T-NTMMPOLUTAPHOTO

uhpekca (po 3,25), nosbileHWe ypoBHS MMMYHHOPErynsTop-
Horo unaexca CD4/CD8 (go 3), aybnb-knetok CD4+/CD8+,
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OTHOCHTENBHOE CHUXEHME YPOBHS HATYPANbHBIX KUIEPOB, 4TO
MOHO TPAKTOBATH KAK MMMYHHYIO AMCHYHKLMIO Ha ¢OoHe no-
BbILUEHHOW BUPYCHOM HArPY3KM.

Muenorpamma 20.01.16: nyHkTaT KOCTHOrO MO3ra M3
NPABOWM MNATOYHOM KOCTM — KIETOUHbIN, nonMmopdHsiit. bna-
CTHble kneTku coctasnsiot 2,8 %, numboumntel 21,2 %. Yee-
fIM4EHO KonM4yecTBO MoHoumuToB 12,8%. DpnTpounaHsiin poc-
Tok cyxeH (10%). MNpu o63ope otmeuatoTcs Gonblume ckon-
nenns Tpomboumtos. MIKLL B poctatounom komuuectse,
PA3HOM CTEMEHU 3PENOCTH M aKTMBHOCTU. KneTok onyxonu B
npefenax UCCIefoBAHHOTO MATEPUANA HE HAMAEHO.

MNpuHMMast BO BHUMAHME HEOBNATONONYYHbIA OHOMHES Ma-
Tepu, peberky bbino nposegeHo obcnenoBaHMe HA BHYTPH-
yTpobHble MHpekumn. Mckmouanuch repnecBupycHble WH-
dekumm, BHYTpHKIETOUHble, napsosupyc B-19, tokconnas-
mo3, kpacHyxa. [Mposegpero ceponornyeckoe (MPA), u MLP
uccnenoBaHus (kposb, Moua u cnioHa).

Mo pesynsTatam obcnefoBaHMs BISBIEHO TEYEHWE OCT-
poit LUMB-undpekuwmm (MPA u MUP kposu), a Takxe nepcuc-
TeHUus repneceBupycHoi nHdekumn 1 tmna, SbB-undbekumn.
B cBsian ¢ 3TMM Bbino HauaTo aTHoTponHoe nedeHne Heouu-
Totektom 1mn/kr/cyt N23, ogHOBpEMEHHO C AUMKIOBMPOM
10 Mr/kr/cyT BHYTPMBEHHO; CynMO3UTOPWKM pEKTAMbHbIE
BMUPEPOH 150 000 x 2 pasa. [MposeaeHo Takxe obcneno-
BAHME MATEPU HA AAHHBIE MHPEKLMM.

C MOMEHTa MOCTymnieHUs B CTALMOHAP AEBOYKA bbina
MPOKOHCYNbTMPOBAHA MHOTMMM CMELMANUCTAMMU: HEBPOIIO-
FOMM, TEHETUKOM, OHKOJIOTOM, OKYJIMCTOM, HOMEYEHO Aasb-
Heliluee KOMMIeKcHoe obcnenoBaHme.

Pesynbratel  uccneposanms:  Y3M  markmx  TKaHew
11.01.16: npu BM3yanuaaumm nosepxHOCTH Tena pebeHka
OMPEAENSIOTC MHOXECTBEHHbIE BHYTPMMbILIEYHO M MOA-
KOXHO NIOKQNM30BAHHbIE Y3/10Bble 06 PA30OBAHMS. OKPYIOW
M OBANBLHOM POPMbI C POBHBIM, MPEUMYLLECTBEHHO TMMO-
5XOrEHHbIM KOHTYPOM, HEOLHOPOLHOM CTPYKTYPbl, CPEAHEN
5XOMMOTHOCTH C AH3XOTEHHbIM MHOTOKOMEPHBIM COAEPXM-
MbIM 10 LeHTpy obpasoeanus. Mpu LK Bce Busyanmsnpo-
BOHHble y31bl aBackynspHbl. CUrHanel KpoOBOTOKA Npochne-
XMBAIOTCS SKCTPAHOAYNAPHO no nepudepun. Pasmepbl 06-
PO30BAHMIA: HO NepenHei BPIOWHON CTEHKe CNPABA, HUXe
yposhsi nynka 7,7 x 4,5 mm; cnesa, 6nmxe K NOAB3LOLLHOM
obnactn 4,4 x 2,7 MM, B HOAKONEHHOM obnacTu cnesa
12,5 x 11 mm, nogmbiweyroi obnactu cnpaea 25 x 23,6 x

®doro 4.

X 24 MM, B NOSICHUYHOM 0BNACTU: MHOXECTBO Y3108 oT 15 x
x 9,8 Mm 1o 9 x 5,8 MM c 0benx cTOpoH, B KPeCTLOBOM 06-
nactm 15,7 x 10,5 MM, B sroomuHom obnactM: MHOXeCTBO
y3nos ot 12x 9,7 Mmpo 15 x 11 MM c obenx cTopoH, B oko-
noywHoi obnactu cnpasa 14 x 8,5 x 13 mm, B akcunnapHo
obnactv cnesa 11 x 7,5 MM, B naxoeor obnactu: cnpasa
7 x 6 Mm, cnesa 7,8 x 7,7 MM, HQ HOPYXHOM MOBEPXHOCTH
6eapa cnpasa 7,5 x 6,8 MM, cresa 6,7 x 5 cm, B HagKoneH-
HOM obnactn cnpaea 12 x 7 MM, B 0BIACTH roneHu: cnpasa
10 x 7 MM, cnesa 10 x 6,8 MM, HapyxHas noBepxHocTs bea-
pa cnesa 6,7 x 5 mm.

Y3W opraHos 6ptowHoi nonoct 11.01.16: sxo-npusHa-
KOB CTPYKTYPHbIX M3MEHEHMI BU3YQIM3UPOBAHHBIX OPTraHOB
He BbisiBneHo. Eannmnutoe HoBoobpasosaHue neuenn?

KT wuccneposanne rpynHoit M bHprowHoi obnactu or
13.01.16, posa 9,3 M38: HO CepuK KOMMBIOTEPHBIX TOMOT-
POMM, B OKCMQNBHOM MIOCKOCTM MOJydYeHbl M306paxeHus
OPraHOB TPYAHOM M BpPIOWHON MONOCTM C BHYTPMBEHHBIM
KOHTPACTHbIM ycuneHnnem npenapatom «Ynetpasuct 300» —
15 mn. 3akmouenme: KT-npusHaKn MHOXECTBEHHbIX OBbEMHbIX
0BpA3OBAHMI YKO3AHHOM nokanuaaumu (numdarrmoma?)

Onkomapkepbl 12.01.16: ®epputun 887,20 Hr/mn
(Hopma 12,00 — 327,00), XoproHuueckuit roHapoTponmH
(Xr4) < 1,2 MME/mn, Ansdadertonporemn (ADM) >
>1660,00 ME/Mn, pakoBo-sMBPMOHANbHLIA — QHTUrEH
(P2A) 2,5 wr/mn, Henpowncneunduueckas sHonasa (NSE)
137,1 ur/mn.

OKOHYATENbHBINA KNMHUYECKMH AMArHO3 Bbin YCTAHOBAEH
nocne NpoBeAeHHOM BUMOMNCUU 1 UMMYHOrUCTOXMMMUYECKOTO
MCCNEeaoBaHUS OBPA30BAHMA.

Matonororucronormyeckoe mccnegosanne 20.01.16: 8
AOCTOB/IEHHOM MaTepuane OMNpeaensatoTcs GParMeHTsl co-
JIMBHOM onyxonu 6e3 KAncynbl C YETKUMKU KOHTYPAMM W Npw-
NeraioLWmMMM My4KaMMK CKeneTHbIX Mbiwy,. Heonnactuueckas
TKQHb C HEPOBHOMEPHOM KNETOYHOCTbIO 3 CYET Y4aCTKOB
rpybosonokHuctoro ¢dubposa. Heonnactuyeckue sanemen-
Tl MOHOMOPQHOTO CTPOEHMs, CPEAHEero pasmepd, Cco
CPEAHUM  SAEPHO-LMTOMNA3MATUYECKUM COOTHOLIEHMEM.
Anpa oBOMAHOM POPMbI, COAEPKAT MENKOMbLIGUATLIA XpPO-
mMatMH M 1—2 menkux sgpsiwka. Liutonnasma 6es yetkmx
KOHTYpOB, amdpudunbHas. Knetkn mectamm GopmupytoT Ko-
pOTKME, HEMepeceKaloLwme APYr APYra nyyku u WTopudpopm-
Hble CTPYKTYypbl. MUTOTHYECKOS AKTUBHOCTb KPAMHE HU3KAS,
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ATUMMYECKME MUTO3bI He OBHapyxXeHbl. Pesynbtarsl Mopdo-
noruyeckoro uccnepoeanuns (boto 3, 4) npegoctasnens
natonoroanatomom MITKE LLanatounusim M.T1. Ha 3-om
¢$OTO XOpPOWO BMAEH HOAZYNSPHbIA TUN POCTA M LITOPU-
bOpPMHBIM pUCYHOK, HO 4-O0M — TUMbI KneTok. MIMMyHormc-
TOXMMMHECKOE UCCNEAO0BAHME: KNETKM OMYyXONM MO3UTUBHSI
k antutenam: Vimentin, SMA, Calponin (bokansHo), otpu-
uatensHole peakuun ¢ antutenamu Desmin, S100, CD34,
CD 56. MNponundepatmBHas OKTUBHOCTb MO YPOBHIO SKCNpec-
e Kié7 ot 5 po 10% B pasHbix nonsx 3peHus. 3akmtoye-
HME: C YYETOM KIMHUYECKUX BOAHHBIX — MHOAHTUIbHBIA MUO-
dubpomartos, MKB-10 D 23.9

Mukpobuonornueckoe MccregoBaHWe ONEpPALMOHHOTO
matepranal9.01.16: pocra bakrepuit u rpubos poga Can-
dida He BhisBneHO.

[eBouka nonyyana KOMMNEKCHOE NeYeHne, BKIKOUYAs aH-
TMBAKTEPUANBbHYIO TEPANMIO MOCNEAOBATENLHO (CynbTamu-
unnnme (Amnncua), ummunenem+unnactatii (Tuenam), eak-
KOMWLMH), MPOTUBOrPMBKOBYIO TEPANMIO, UMMYHO3AMECTH-
TenbHyto Tepanuio (Heountotekt 6 mn 1 pas B cytkn N25 ye-
pes 1 aens), BUDEPOH cynnosutopuu pektansHbie, npotu-
BorepnetMyeckyto Tepanmio (aumknosup /8 10 gHer), cumn-
TOMATHYeCKylo Tepanuio (uuransumn ¢ Gypeconmaom (MMyns-
mukopTom) 200 mkr 2 pasa B cyTku).

3a Bpems HabnioAeHMs, MO AAHHLIM NABOPATOPHLIX MO-
Kasarenei Kposu, obpallan Ha cebs BHUMAHWE COXPaHsio-
wuitcs nenkoumtos (ot 17,5 mo 40 thic.), Tpombountos
(687—1304 Tbic.), 6e3 BHIPAXEHHOrO CABMrA NEMKOLMTAP-
Hoi popmynel ¢ 08.02.16, B G1oxmMMMYeckoM aHANM3E KPO-
81 nokasatens C-peaktusHoro 6enka (ot 36—115 mr/n).
C 08.02.16 B cBasu c orcyTcTBMEM MHPEKLMOHHOTO TOKCH-
KO30 M MHPEKLUMOHHBIX O4AroB AHTMOAKTEPMANbHAS, NMPOTU-
BOTPUOKOBAS TEPANMUM Bbifiv OTMEHEHI.

MNpu AMHOMKMYECKOM KOHTpOTEe B OBLLEM QHANM3E KPOBM
1 BUOXMMMYECKOM QHANM3E KPOBM OTMEYEHA MONOXMTEb-
HOS AMHOMMKA. YUnTbIBAS OTCYTCTBME MHPEKLMOHHOTO TOKCH-
KO3Q, BUOMMBIX O4ArOB MHPEKLMM, AAHHbIE MOKA3ATENN pAC-
LleHEHbI KOK PEAKTUBHbIE M3MEHEHMS KPOBM NOCIE NPOBEAEH-
HOM MMMyHOKOppHrupytowweit Tepanuu (Heouutorexkt N25 no
nosogy Teyerns LIMB-undbekumm).

Y3WU markmx TkaHen B auHammke ot 25.02.16: npwu Busya-
NU3ALMM NOJ3ATLIIONHONM OBNACTM CreBa ONpepensioTcs ABa
MOAKOXHO JIOKANM30BAHHBIX Y37I0BbIX OBPA30BAHMS OKPYIIOM
¢OPMbI C POBHBIM TMMO3XOTEHHBIM KOHTYPOM, HEOAHOPOAHOM
CTPYKTYpbl (CpeaHei 3XONNOTHOCTU C QHIXOrEHHBIM COREepPXM-
MBIM MO LEHTPY 0Bpa3oBaHMs, pasmepamn 9 x 8 mm u 5 x
x 4 MM. CHrHambl KPOBOTOKA MPOCIEXMBAIOTCS SKCTPAHOZYSP-
HO no nepudepum. B obnact nesoit ckynoBom KOCTV BOMOSHM-
TENbHBIX OBPA3OBAHMI HO MOMEHT OCMOTPA HE BbISIBIIEHO.

[eBouka BbLINMCAHA B YAOBMNETBOPUTENLHOM COCTOSIHUM
nop ambynaropHoe HabmopeHUe B NOMMUKIMHUKY MO MeCTy
XWTENbCTBA B PAMKAX MPOrPAMMBI FOCYAAPCTBEHHbIX FAPAH-
T 6ECNNATHOrO OKA3AHMS FPAKAAHAM MEAMLMHCKOM NOMO-
WM, MMBO B MHOM CMELMAnM3MPOBAHHOM MEAMLIMHCKOM Yu-
pexaeHnn no BeIbopy rPaxAaH HA AOrOBOPHON OCHOBE B CO-
OTBETCTBMM C [EMCTBYIOWMM 3aKoHofaTenscteom PP,

PekomengosaHo: Habniogenne negmatpa B nonuknmHuke
MO MECTy XMTeNbCTBA; KoHTponbHoe Y3M-uccnegosaqme muo-
PrbpomaTosHbix y3nos 1 pas B Mecsl; KOHTPONbHbIA QHANM3
KPOBM HQ KNIETOYHBIN M NYMOPASbHBIA MMMYHUTET; Ceponormye-
ckoe nccneposarue kposu Ha TORCH-mndpekumu, MLIP-uccne-
AOBAHME KPOBM M MOUM HO LIUTOMETQNOBUPYC Yepes 1 mecsLl.

3aknioyeHue

MHpaHTUnbHBIA MUOPUBPOMATO3 — pefKo BCTpe-
yawwaaca Me3eHXManbHa4 Ol'lyXOJ'Ib MATKNX TKGHeFI rONOBHLI,
KOHEYHOCTH, TYI'IOBMLIJ.G y ﬂeTeﬁ, O6J'|GJJ.CHOLIJ.G9| MECTHbIM UH-
PUALTPATUBHBIM POCTOM 6€3 METACTA30B. DTUONOTHS U TPUITE-

pbl 3TOro npouecca M3ydaroTcs. BosmoxHa reHeTuueckas

NPeapacnonoXeHHOCTb. B HacTosieM KOHKPETHOM criyyae He
MCKIIOYAETCS BIMSHME CMELLAHHONM reprnecBUpyCHOM MHbek-
umm ¢ aktmsaupeit LUIMB. Ha ¢oHe BHyTpuBeHHOrO BBEAEHMS
Heouurtorekra, auuknoempa n BUPEPOHa B ceevax Hamu
6bINa MOYYEeHA MONOXMTENbHAS AMHOMMKA C YMEHbLUEHMEM
KONM4YecTBa M pasmepos obpasosarmid. OpHako TakoM cny-
yai TpebyeTt fansHeMLwero HaBNOAEHUS M KOHTPONLHOTO 06-
CNE[OBAHMS HO repreTuieckmne MHPEKLMM He ToNbko pebeHka,
HO M YIEHOB CEMbM ANt MPEAYNPEXASHUA PEUHBEKLMM.
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