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Beegenne.  KamommpopmHas  reMaHrHoSHIOTEIHOMA
(KI'D) — 5310 omacHoe s KHU3HU 3a00J€BaHHE, MPEICTaB-
Jstronee co0oil JIOKaJbHO arpecCHBHYIO M HOTEHIHUAIbHO JIe-
TAJIBHYI0O COCYAHCTYIO OIyXoib MianeHdectBa. KI'D B Gomb-
HIMHCTBE CIy4aeB COMPOBOKAACTCS CHHIPOMOM ((peHOMEHOM)
Kazabaxa — Meppurra (CKM).

Onucanue ciayuas. Kmuanmdeckn KI'D mpencrapisier co-
00l MIOTHYIO OIYyXOdb C HEPOBHBIMH KpasiMH KpacHO-0arpo-
BOTO I[BeTa C OyrpUCTOI MOBEPXHOCTHIO U TOPSYYIO HA OLIYIIb.
3aboneBaHue 4acTO MaHU(ECTHPYET C KOXKHBIX IIPOSIBICHHH,
MHUMHUKPUPYS TOJ MacKoW HMH(EKIMOHHOIo Impouecca U TeM
CaMBIM OCJIOXKHSISI TIPOIIECC IIOCTAaHOBKH JHarHo3a. MHcTpymeH-
TaJIbHbIE METOJBI NCCIEA0BAHNS BaXKHBI Ui TU((hepeHIHaNT
KI'D or npyrux omyxonei, a Takke Uil OLEHKH pacrpocTpa-
HEHHOCTH Iporecca.

B craTtbe mpezacTaBieH KIMHUYECKUI CiTydail THarHOCTUKH
u neyenus KI'D ¢ CKM y HoBopoxeHHOro pedenka. Mcmomnb-
3yIOT pa3Hble COYETAHUs TePalHMU, ONHUPAsCh HAa KIMHHYECKHE
peKOMEHAAIMY 110 MH(AHTHIBHBIM T€MAaHTHOMaM H B COOTBET-
CTBUH C MEXIyHAapOIHBIMH peKOMeHAaruamu nedenus KID.

3axmouenne. CTaHAAPTU3MPOBAHHOTO IPOTOKOJA JICUSHHS
JAaHHOU HO30J0rHYecKol GopMbl B Poccun He cymecTByer, 4To
3HAYUTENILHO OCJIOXKHSET Tpolecc Moadopa Teparuu, Mo3TOMY
3a00JIeBaHKe CIIeIyeT PacCMATPUBATh KaK KIMHUYECKH CIIOKHOE,
MOTEHIIAIBHO ONAcHOe M Tpelyromiee JaTbHEHIIEro N3ydeHUs.
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Introduction. Kaposiform hemangioendothelioma (KHE)
is a life-threatening, locally aggressive, and potentially fatal
vascular tumor of infancy. KHE is frequently associated with
Kasabach-Merritt syndrome (KMS).

Case Description. Clinically, KHE typically presents as a
firm, irregularly marginated tumor with a reddish-purple hue,
nodular surface, with warmth and flaky texture. The disease
often manifests with cutaneous manifestations that may mimic
infectious processes, thereby complicating diagnosis. Imaging
studies are crucial for differentiating KHE from other tumors
and assessing disease extent. This article reports a clinical case
of KHE with KMS in a newborn infant. Treatment approaches
involve various therapeutic combinations, guided by clinical
guidelines for infantile hemangiomas and international recom-
mendations for KHE management.

Conclusion. The absence of a standardized treatment pro-
tocol for this condition in Russia significantly complicates ther-
apeutic decision-making. Therefore, KHE with KMS should be
regarded as a clinically complex, potentially life-threatening
entity requiring further investigation.
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Beenenue
Kanommupopmuas TeMaHTHO3HA0TEINOMA
(KI'D) — 310 omacHoe ajsl H3HH 3a00JIeBaHHME,

MpeacTaBIsoniee cob0il JIOKaTbHO arpecCUBHYIO
U MOTEHIMANBHO JIETAIBHYIO COCYIUCTYIO OITyXOJb
miaaerdectBa. KI'D B OOJBIIMHCTBE ClydaeB Co-
nmpoBoXKAaeTcs cuHapoMoM (deHomeHoMm) Kazaba-
xa — Meppurra (CKM), KOTOpBIH MpHUJAET OMyXO-
71 eme 0oJiee arpecCUBHOE TEUCHHE, 00YCIOBIINBAS
BBICOKYI0 JieTalnbHOCTh (10 30 %) Onmaromaps crien-
UPUYECKOMY CHMIITOMOKOMILIIEKCY OBICTPO TPO-
rpeccupylomieii B pasMepax COCYIUCTOH OITyXOJH
U CBSI3aHHBIMM C HEH TEMOJIMTHYECKON aHEeMUEH,
Koaryiomnarueii ¥ TpOMOONWTOIIEHUEH moTpeode-
uus. o cratuctuke, 3a6oieBacmocTh KI'D cocras-
nser npubmusurensHo 0,07 ma 100 000 mereit B
roJl, B MOMYJISAIMU MAaJBYMKH W JICBOUKUA OOJICIOT C
OIMHAKOBOW 9acTOTOW. OKOJIO TOJIOBUHBEI CITydacB
00HapY)XHUBAIOTCS TIPU POXKICHHUH, B TO BpeMs Kak
OCTaJIbHBIC PAa3BHBAIOTCS MOCIE HEOHATAJIHLHOTO Tie-
pHuoAa, Jarie BCero B TeYCHHE MEePBOTO Io/ia KU3HU.
OpHaKO W3BECTHBI CIIy4au, KOTJa IMaTOJIOTHSI TIPOsIB-
JsieTcsl TIO3/[Hee, B JIETCTBE WIIM JaXXe BO B3POCIOM
Bo3pacte [1-3].

BriepBeie naHHOE 3a00neBaHHE OBUIO OMHCAHO
eme B 1940 1. menuarpamu Xeiirom Kazabaxom u
Karapunoit Meppurrt. [lozxe B 1993 1. LlykepOepr
BriepBhie 0003Haumn KI'D kak oTmenpHyr0 Ha3o0Jlo-
THIO OTYXOIIH, OTJIMYHYI OT JICTCKOW TeMaHTHOMBI
u3-3a €€ JIOKaJlbHOr0 HMHBA3WBHOTO pPOCTa, arpec-
CHUBHOTO TEUYEHHsI W «O4YaroBOro BHJA, TOIOOHOTO
Karnomuy. TUNUYHBIMU JIOKATU3AIUSIME AHTHOMBI
SIBIISIIOTCSL TYJIOBHUINE, KOHEYHOCTH, IIes, MaxXOBbBIE
U mojaMbledHbie oOmactu. Kak mpasmiio, mporiecce
HOCHT JIOKaJIbHBIH XapakTep, OJHAKO OBbLIM Onuca-
HBI U CIIy4aW C HECKOJbKUMHU O4araMu MOpakKeHUsl.
Kmuanueckn KI'D ¢ CKM mpexacraBnser coOoif
TUIOTHYIO ONYXOIlb C HEPOBHBIMH KpasMH, Kpac-
HO-0arpoBoro 1BeTa ¢ OyrpucTOd MOBEPXHOCTHIO U
TOPSYYI0 Ha OIIyIb. B mepudokaapbHBIX 00JACTIX
OTMEYAaeTCs PACIpPOCTPAHCHHAS TIETEXUAIbHAsI CHIIIb,
9KXMMO3bI, IPOMUTHIBAHUE TKAHEH KPOBBIO, YTO SIB-
JSeTCS TPU3HAKAMH TeMOPParndeckoro CHHAPOMA.
Hepenko oTMedaroT JIOKalbHBIN OTEK, TUIEPTPHXO3
Y TUIEPTHJpO3, a Y HEKOTOPHIX MAI[IEHTOB — BHI-
pakeHHBI OosieBol cuHApoM. Yacto 3a0oneBaHHe
MaHU(PECTUPYET C KOKHBIX MPOSBICHUH, MUMUKPH-
pys 1o WHGEKIMOHHBIM TPOIECC M TeM CaMbIM
OCIIOXKHSSL TIPOLECC TIOCTAaHOBKM JuarHosa. MH-
CTpPYMEHTaJIbHBIE METONBl HCCIEIOBAHUS Ba)KHBI
st nuddepennmanuun KI'D ot apyrux omyxouie,
a TaKKe IS OIpEeeNeHNs] CTeTIeHH 3a00JeBaHMS
M OLECHKH paclpocTpaHeHHOCTH Tpouecca. [lpu
MarHuTHO-pe3oHaHcHor Tomorpaduu (MPT) mubo
koMmmbtoTepHOit Tomorpaduu (KT) oObryHO BH3ya-

TU3UPYIOTCS] COCYTUCTBIE 00pa30BaHUs MIATKHUX TKa-
Hel ¢ nuddy3HbIM TopaxenueM. [Ipu 3ToM cocyasl
BOKpPYT' 3TUX MSTKUX TKaHEH paclIupeHbl. YIIbT-
pasBykoBoe uccinenosanue (Y3U) mHpOpMaTuBHO
pu HEOOJBIINX M TIOBEPXHOCTHBIX OmMyxoysix. Ha
COHOTpaMM€ MaTOJOrMYECKHH OYar BBINIAUT Kak
HEoIpeieieHHoe, ouaropoe win auddysHoe mopa-
JKEHHE, OTPAHWYCHHOE TOJIBKO ITOJIKOYKHO-)KHPOBOM
KJIETYaTKOH WM TPOHMKAIONIeEe B IOUICKALIYIO
ey, [Ipu mommuteporpadun o6pa3oBanme Oora-
TO BacKyJISIPHU30BaHO C BBICOKOW CKOPOCTBIO KpO-
BOTOKa. MeTo/ MO3BOJISIET OLEHHUTH pazMephl JI0 U
nocine jeueHus [4].

ITatorenes KI'D ocTaeTcss HEAOCTaTOYHO H3Y-
yeHHbIM. M3BecTHO, uto kietku KI'D skcnpeccupy-
10T cocyaucteie Mapkepsl CD31 u CD34, peuentop
3 COCYmIHCTOTO JHAOTEIHMAIBHOTO (hakTOpa pocTa,
peuentop u JuMmdaruueckue Mmapkepbl D2-40 wu
PROX1 [5-7, 17, 18]. DTu HaxOAKH YKa3bIBAIOT
Ha BO3MOXHOE IIPOUCXOXJICHWE U3 JuMpaTHye-
CKOTO JHJOTENHsl aHaJOTM4YHO capkome Kamommm.
Tem He MeHee, B OTIMYHE OT IIOCICIHCH, JaCTH-
bl BUpYyca repreca venoseka 8 (HHV-8) ne Obuin
OoOHapyXeHbl MPU TeMaHTHOIHIOTEIINOME, ¥ OTCYT-
CTBYIOT JIOKa3aTeIbCTBA ACCOLMAIMY C MH(EKIHEH
HHV-8 [7]. JauHbie O T€HOMHBIX H3MCHCHUSX B
STHX OIMYXOJSIX OTPAaHWYEHBI, HO OBLIO HECKOJIBKO
cooOmieHnit o myramusix B GNAI14 B HEKOTOPBIX
ciayyasx [8].

CraHIapTU3UPOBAHHOTO  MPOTOKOJIA  BEOCHHUS
NaIMeHTOB ¢ JaHHBIM 3aboneBanueM B Poccuu He
CYIIECTBYET, YTO 3HAYUTEIHHO OCIIOXKHSET MPOIECC
nojoopa 3¢ dexkruBHoro JieueHus. CoriacHO KI-
HUYECKUM PEKOMEHJIAINAM, CTaHIapTHas Oa3nucHas
Tepanus CYyLIECTBYET TONBKO sl MH(AHTHILHBIX
remManruoM. OHa 3aKiovaeTcsi B MPUMEHEHUH Ta-
KHX TIpenapaToB, Kak IPOIPAHOIION, BUHKPHCTHUH,
NPEJHU30JI0H M BUHOIACTUH B Pa3HBIX KOMOWHa-
musx [9, 18]. Ilpm 3710KagecTBEHHBIX (hopMax co-
[1aCOBaHHBIE TOAXOIbl OTCYTCTBYIOT, MOJTOMY HC-
MOJIB3YIOT BCEBO3MOKHBIE COYETAHUS, ONMUPAsCh Ha
KIMHUYECKHE DPEKOMEHJAMK 10 HH(paHTUIBHBIM
reMaHTuoOMaM W Pa3IMYHOTO POjia MEKITyHApOIHBIC
Hay4HbIe IyONHWKalu{, METOJUYECKHE PEKOMEH]Ia-
UM ¥ Apyrue MHQOpMalMOHHBIE HCTOUYHUKY (Yarie
off label).

BonpmMHCTBO  clienMaincTOB HACTAaUBAIOT Ha
WUHJIMBUIyaJIbHOM TIOJIXOJIe, YKa3blBask Ha TO, YTO
Tepanusi JOJKHA YYUTBHIBaTh Pa3Mephl, JOKaln3a-
UIO U KIMHUYECKUE TMPOSBICHHUS y KaXJOTO KOH-
KpETHOTO TMalnueHTa. PexoMeHmaruu 1o JIeYSHHIO
ocnoxkaeHHoit KI'D Oputn mpeanoxensr B 2013
AMEpPUKAHCKON MYJIBTUIUCIUIUIMHAPHON SKCIEPT-
HOW TpymIoil Ha OCHOBE 0030pa MMEIOIIUXCS J0-
Ka3aTeJIbCTB, SKCIIEPTHOTO MHEHHS ¥ KIMHUYECKOTO
ombITa. B kauecTBe mMepBOil JIMHWUU TpU JICUYCHHUH
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CKM pexoMeHAYIOTCS CHCTEMHBIE TIIFOKOKOPTHKO-
CTEPOU/Ibl U TEpanusl CUPOIUMYCOM. Takoi moaxon
JIO CHIX TOp SIBJIAETCS aKTyallbHbIM M COIVIACHO HC-
CIIEJIOBaHUSAM TIOKa3bIBaeT Oosiee OBICTPYIO W BBI-
COKYI0 4aCTOTy OTBETa MO CPaBHEHHIO C JPYTHMH
METOZaMH JIEUEHUS], BKIIOYas CHCTEMHBIE KOPTHKO-
CTepOUIbI, NTHTHOUTOPHI MUIIICHU pallaMUIINHA, WH-
TepPepOoH, PaIUOTEPAINIO, ACTIMPUH/THKIIOTHMINH U
BUHKPUCTHH TIPHU JICYCHUH TEMAHTHOIHIOTEINOMBI
[10, 11]. CormacHo wuCCIEeNOBaHUSAM, HaYalbHBIN
OTBET Ha TEPANUI0 CHPOIUMYCOM TOCTHUTAIOT IIO
ucreueHun 1-3 Hen [12-16].

OpHako BeJCHUE HA TIIFOKOKOPTUKOCTEPOUIAX W
AMMYHOJICTIPECCAHTAaX MOXET BBI3BIBATH MPOOIEMBI
¢ 1oA0OpOM J103, TIOATOMY MPUXOJAUTCS HCIIOJb-
30BaTh AQJITEPHATUBHBIE METOIBI BTOPOHW JIMHUHU
tepanuu. Ha puc. 1 oTpakeHBl ITOCTOMHCTBA U
HEJOCTaTKH TEPANeBTHYECKUX METOAMK, MPUMEHS-
€MBIX B TEUEHHE BCEro IMepHojia MPAKTHUKH COTIIac-
HO MYJIBTHIUCIUIUIMHAPHON 3KCIIEPTHOM TpyIIe
3 CIIA w Kanazgpl, xoTopas Obuta IpeiokeHa
B 2013 r. [11]

B cBs3u ¢ 3TEIM maHHOE 3a00JIeBaHME CIIEAYET
paccMmarpuBaTh KaK KIMHUYECKH CIIOKHOE, MOTEH-
LHMaJIbHO OMacHoe W Tpelyrollee JanbHEHIIero u3-
yYeHusI.

Onucanne KINHHYECKOIO ciay4das

W3 anamHe3a >ku3HM TanueHTa N. H3BECTHO,
4T0 peOCHOK OT 1-i OepeMEeHHOCTH, MpOTEeKaroen
Ha (QOHE OKUpEHUs, Kene301e(UIUTHON aHEMUH U
MH(EKIMH MOYEBBIBOISIINX MyTeH, BBISBICHHON Ha

Xupyprudeckoe
neueHue

Anrnorpadua u
smbonuzauyma

JNyuesasn Tep Kop' poua,

20-ii menene. Pomer 1-e, cpounsie B 39 4\7 Hen.,
BOJIBI OKparieHsl MekoHreM. OCOOCHHOCTH TeUeHHs
POMOB: AKCTpEHHAs] OINepauusi KecapeBa CEUCHHs
(mokazaHus — YTpOXKAIONIas TUIIOKCHSI 10N, OT-
cytcTBHe 3dexra oT poroBo3OyxaeHus). [lpu po-
JKJIEHMH Macca Tejla — 3656 1, mimHa Tena — 48
CM, OKpPYKHOCTb TOJOBBI — 37 CM, OKpPYKHOCTb
rpymu — 35 cm. Ouenka no mkane Amnrap — 8/8
0aios.

W3 anamHe3a 0ONE3HHM HM3BECTHO, YTO IMPH PO-
KJICHUH BU3YaJbHO ONPENeNsIoch 00beMHOE 00pa-
30BaHue B 00acTH IpaBoro Oenpa Mo MepeJHEBHY-
TPEHHEW MOBEPXHOCTH, IUIOTHOE, 0e300J1e3HEHHOE,
C HEpaBHOMEPHOH CHHIONIHO-0arpOBON OKPACKOH,
COIPOBOXK/IAIOIIEECS] HEOHATAILHOW TPOMOOIUTO-
nienne (puc. 2).

Hcxonss w3  KIMHUKO-Ta00paTOPHBIX  JTAHHBIX
Obuta 3amogo3peHa KI'D ¢ mopaxkeHweM IpaBo-
ro Oeapa W TOJEHU, NPOTPECCUPYIOLIETO TEUEHHUS,
ocinoxHeHHass CKM. Tlo Y3 — B MArkux TKa-
HSX JIOIUPYeTCs OBaIbHOH (hOpMBI 0Opa3oBaHHE
10 x 8 x 3,5 cM ¢ HEUYETKHMMHU KOHTYpaMu, TOHKOU
karcyioi. CTpykTypa HEOIHOpOJAHAs, C OvaraMmu
MOBBIIIICHHON AXOT€HHOCTH, apTepHalbHBIM H Be-
HO3HBIM KPOBOTOKOM 0€3 JOCTOBEPHBIX IPHU3HAKOB
HAJINYHSL KPYIHBIX KaBEpH.

JlaGoparopro HaOmonanack KapTHHA HOPMO-
Koarymnsiiuy, 0e3 MPHU3HAKOB aHEMHUM W BOCIHalie-
HUS, TPOMOOIIUTONIEHUS! TPEThEH CTEIICHU TKECTH
28,8 x 10°/L, ¢ MUHUMaILHOM MONOKUTEILHON JU-
Hamukoi (52 x 10°/L). KpoBb Ha a-(eronporenH,

XOpI/IOHI/I‘IeCKI/Iﬁ TOHAJAOTPOIIMH YCJIIOBCKA — 0e3
IIaTOJIOTHH.
it Merepdep Wmmyrogenp | B-aApenobnokatopsi
(BuHKpUCTMH) (anbda) (Cuponumyc) (Mponpaxonon)

Puc. 1. JlocTonHCTBa M HENOCTaTKM OCHOBHBIX METOJNOB JedeHMs npu cuHapome Kazabaxa—Meppurra [11]
Fig. 1. Advantages and disadvantages of primary treatment approaches for Kasabach-Merritt syndrome [11]
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Beuta mpoBefieHa KOHCYJBTALUS C IeMaTOJIOrOM
M TeMaTOJIOTOM-OHKOJIOTOM, KOTOPBIE TIOATBEPINIH
nrarao3 — KI'D. B ¢Bsi3u ¢ »TiM Obla Ha3HaveHa
TOPMOHAJIbHAS TePaIUs TMPETHU30JIOHOM U3 pacdera
2 MI/KT/CYT; IMMYHOCYTIPECCUBHASI TEpaIrus CUPO-
aumycoMm u3 pacuera 0,8 mr/m?/2 pasa B cyTKH, a
Takke OblIa Ha3HAYeHa Tepamnusi MPOIPaHOIOIOM
2-3 MI/KT/CYyT MOJi KOHTPOJIEM TeMOJMHAMUKH.

F

Ha KT c xontpactupoBanuem (puc. 3) BBISBIIC-
Ha KapTHHA COCYIUCTOTO O0Opa30BaHMS MATKHX TKa-
Hell mpaBoro Oezpa ¢ HHOWIBTpaMed TpuIeKaen
MOJAKOXKHO-)KUPOBOU KjeT4arku. IIpaBocTOpoHHSA
naxoBas JuMmdaaeHonarus (3a cyer aUMQocTasa).
VYyacTok 0Oosiee MHTEHCHBHOTO KOHTPACTUPOBAHUS
B 00JIacTH TpaBOro Oefpa — MEIKOe THUIIEPBACKY-
JsipHOE 0Opa3oBaHMe.

Puc. 2. KanommgopmHasi reMaHI'HOYHIOTEINOMAa BH3yalbHO
Fig. 2. Visual presentation of a kaposiform hemangioendothelioma

Puc. 3. KT ¢ BHYTpHBEHHBIM OOJIIOCHBEIM KOHTPACTHPOBaHUEM
Fig. 3. CT scan with intravenous bolus contrast enhancement
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IIpoBenena KOHCYNbTalMst C XHUPYpProM, oOre-
paTuBHOE JIeUeHHE HE IT0Ka3aHO, PEKOMEHI0BAHO
NPOJOJDKEHNE KOHCEepBaTHBHOM Tepanuu. Ha done
JedeHnus (CHpPOIMMYC + TIPOMpPAHOION + TpeTHU-
30JI0H) OTMeYasach HeOOJbIIAsK TOJIOKUTENbHAS TU-
HaMHUKa — CKJI/(bIBAJIOCh BIIEYATIIEHHE 00 yMEHb-
IIEHWN pa3MepoB 00pa30BaHUS.

Ha 20-e cytku Ha (oHE TpueMa TOPMOHAIIBHBIX
mperaparoB 3a00JeBaHHE OCIOKHUIOCH TEMOKOIH-
TOM, MOJTOMY OBUIO NPHUHATO PELICHWE O MOCTe-
MEHHOH OTMEHE IPEeTHU30JI0Ha W PEKOMEHI0BaHa
roJiojiHasl Tay3a B TEYSHHE JIByX CYTOK. B cBsi3u
C BBICOKOM KOHLIEHTpAllMEN B KPOBU CHUPOIMMYCa
mperapar ObUT BpeMeHHO oTMeHeH. Ha 25-e cyr-
KW KM3HA OTMEUEHO YXYALICHHWE COCTOSHHS: POCT
OKpY)KHOCTH Oezpa, YCWJIEHHWE OTeKa TOJCHH H
CTOIIBI, BU3yaJbHO — KOXKa HATSHYTasl, TIOSBUJINCH
NEeTEXUATbHBIC DJIEMEHTHI Ha MOBEPXHOCTH MPaBO-
ro Oenpa. JlaboparopHo HapacTaromas TPOMOOIIHU-
TOTICHHS MOTPEOJICHNUsI, KOaryJIonaTHs MoTpeOIeHus
(pubpunorer — 1,5 1/1, TIPOTPOMOMHOBOE BpE-
Mg — 10,9 cek).

bruto nposeaeno MPT ¢ koHTpacTHpOBaHHUEM,
IpyU KOTOPOM Ha ()OHE BBIPAKEHHOTO TOIHOKPO-
BUS BHU3yallM3UPOBAIM 00pa3oBaHHE pa3MepaMu
mo 55 x 55 x 38 (BeIcoTa X mUpHUHA X TEepeaHe-
3aJHUN) OJJHOPOJHOTO M30MHTEHCHUBHOIO CHUTHaja
Ha TI1-B3BEMICHHBIX H300paKCHUAX, HEOTHOPO-
HOTO H3OTUIEPUHTCHCUBHOTO Ha T2-B3BEIICH-
HBIX M300paKEHUAX C y4aCTKAMH MHUHUMAJIbHOI'O
orpannuenuss MP-muddysun B cTpykType, HH-
TEHCHUBHO KOHTpacTupyeMmoe ¢ JU(PQPy3HBIM yMme-
PEHHBIM HaKOIJIEHWEM KOHTpacTa B IOAKOXHOM
KJIETYATKE.

B cBsA3u ¢ moOBBIIEHUEM IJIa3MEHHON KOHIICH-
Tpaluy CUpoIuMyca OblIa IPOU3BEICHA KOPPEKITUS
036l mipenapara. [IpoBeeH MOBTOPHBIA KOHCHUIIH-
yM, pelIeHneM KOTOpOTo ObLT 3aIyIaHUpPOBaH Tepe-
BOJ| B OT/CJICHHUE OHKOI€MaTOJOIMU ISl TIIATENb-
HOTO TomOopa Tepamvu. B mmaHoBOM mopsiake Ha
27-e CYTKHM TOCIIE POXKACHUsS MAlMeHT ObLT Mepene-
JIH Ha OHKOT€MaTOJIOTUYECKOE OT/EICHHE.

beuto mpoBeseHO Ba Kypca XHMHUOTEpAruu
muknodochanom 50 mr/mM*/cyT B Ba BBEICHUS
(28 BBenmenwmit), BunbOmacTuHoM 1 Mr/m? kypcom 14
mHelt (3 pasa/men). Taxke BO30OHOBWIIM TEpAITHIO
CHUPOJINMYCOM/TEMaHTHOJIOM (OTMEHEH HECKOJIBKO
MO3KE M3-32 OTCYTCTBHS OTBETa Ha JICUCHHE).

Ha ¢one nporoaumoi Tepanuu Obula OTMEue-
Ha TIOJOXKWTENbHAs IWHAMUKA: W3MEHEHHE I[BeTa
KOKM B oOyacTu 00pa3zoBaHusi (OTTEHOK CMEHMWIICS
¢ OopmoBoro Ha Oomee ONEMHBIN), YMEHBIIIIACH
IUIOTHOCTh OKPY’KalOIUX TKaHEH, OTMEUEHO YBe-
JaudeHne yucia TpombormToB 10 90 x 10%/1.

ITocne Tperbero Kypca XWMHOTEpANUU IO TOH
KE CXEeMe KOJMYECTBO TPOMOOILMUTOB JOCTHUIIIO
228 x 10°n, ommako pasmep 00Opa3oOBaHUSA OCTa-
BaJICS MIPEIKHUM.
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[Tocne yerBepTOro Kypca XUMHOTEpANUH M OT-
CYTCTBHSI MOJOXXUTECIBHON TUHAMHUKH IPOBEICHO
nosroppoe  MPT ¢ koHTpacTupoBaHHEM, KOTO-
poe MoKa3ajo yMEHbLICHHE Pa3MepOB OOBEMHOIO
o0pa3oBaHMsi M OTEKa IOJKOKHOW KJIETYATKH H
Mmbin (55 x 44 x 20) mo cpaBHEHHIO C TPEAbIAY-
mwM pesyneraroM. [Ipu KT-anruorpaduu cocymos
HIWJKHUX KOHEUHOCTEH YCTaHOBICHO: OT MpaBoOM
ITOBEPXHOCTHOM OCIPEHHONW apTepHH OTXOASAT MHO-
JKECTBEHHBIE TOHKHE BETBH K HOBOOOPa30BaHHIO, a
TaKke HaOJIONAeTCsl PacIIUpeHne MOBEPXHOCTHBIX
BEH BEepXHeW W cpenHel Tpetu Oeapa. OmHAKO C Ie-
JbI0 BepU(QHKALUK TUarHo3a (MCKIFOYUTh CHHIPOM
N30BITOYHOTO POCTa TKaHEH, acCOLMHPOBAHHOIO C
mytanueir PIK3CA — PROS) 6bu10 nipunsTO pere-
HHUE O IPOBEICHUU OMOIICHH, KOTOpasi IOATBEPAMIIA,
910 MOpdosorust 1 IMMYHO(QEHOTUI OuonTara co-
OTBETCTBYeT remanruosugorenuome (CD34, CD31,
nepudokanpao D2-40), myramuii B rene PIK3CA
He oOHapyxeHo. XHMHOTEpanusi MPOIODKEHa,
BBEICHUE LIMTOCTATHKOB IIEPEHOCUTCS 0€3 OCIIOXK-
HEHMH, IPOBOAUTCS] AMHAMHYECKUH KOHTPOJIb KOH-
IeHTpaIuu cuposmmyca B kposu (ot 1,81 mo 10,79
Hr/mi1). TpOMOOLIUTBI TIPOIOIKUIIN ITOCTEIIEHHO Ha-
pactarh B muHamuke (318 x 10%/m — 439 x 10%n),
HaOmoanack CcTaOMaM3alusl CHCTEMBI I'eéMOCTasa
(HOpMOKOarymsanus). YUWUTBhIBas MOJOXKHUTEIbHYIO
JUHAMUKY, PEKOMEHIOBaHbl KJIMHUKO-IUArHOCTH-
YEeCKH KOHTPOJIb M PELICHHE BOIpOca O MPojo-
KEHUU U KOPPEKIUH Teparvu.

O0cy:xnenue

HecmoTpst Ha ompenelieHHbIC JOCTHIKCHHS B
WCCIICIOBAaHUM JIAaHHOM Taroioruy, 3a0oJeBaHue
MO-TIPEKHEMY TIPEJICTABIISIET COO0H CEPhE3HYIO KITU-
HHUYECKyIo mpobiemy. [Ipexe Bcero, 3To CBSI3aHO ¢
€ro HMCKIIOYUTEITFHOW PENKOCTBIO (TOUHAS YacToTa
BCTPEYAEMOCTH JI0 CHX TIOp HE YCTaHOBIIEHA), KOTO-
pasi BO MHOTOM OOBSICHSIET PacpOCTPAHEHHOCTb JH-
ArHOCTHYECKHUX OMMOOK. 3a4acTyIo 3a dTOT CHHAPOM
MIPUHUMAIOT JIFOOBIE JAPYTHe COCYIUCThIC aHOMAJHH,
Takue Kak COCYAHMCThIe Malibopmaiuu (¢ TpoMOo-
[UTOTICHUEH) WM TeMaTOJOTHUECKHUE TMPOSIBICHUS,
KOTOpBIE TPAKTYIOT KaK CaMOCTOSITEIBHYIO IAaTOJO-
THIO, HE CBSA3aHHYIO C COCYJHMCTBIM OOpa3oBaHHEM.

KI'D ¢ CKM noBosbHO CHOKHO TUddepeHIupo-
BaTb C JPYTUMHU IMOXOKHUMHU IAaTOJIOTUAMHU, U TOJIBKO
MpU KOMIUICKCHOM MOJXO/IE MOXXHO CBOCBPEMEHHO
" HNpaBUJIBHO NOCTAaBUTL AHUArHO3.

KnuHndeckue mposiBICHUsT 3a00JICBaHUS Xapak-
TEPU3YIOTCS BBICOKOM BapuaOeNbHOCTBIO: OT aHe-
MHUH ¥ TPOMOOITUTOIICHUH JIO Pa3iIMYHBIX KPOBOT-
CUCHUH.

JII/IaI‘HOS TMOATBCPKIAACTCA JaHHBIMU BHU3yaJin3a-
muu (KT nwom MPT) mopaxkeHHo#t obnmactu ¢ mpo-
BeJICHUEM O0S3aTeJIbHOIO BHYTPHUBCHHOI'O KOHTpa-
CTHPOBAHHSI.
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Ha KT o6pa3zoBanne nmMeeT HeueTKHE, HEpOB-
HBIE KOHTYPBI, HEOTHOPOIHYIO CTPYKTYpY C HEpaB-
HOMCPHBIM YTOJIICHUEM W TAKHUCTOCTHIO MBIIIL U
MOAKOXKHO-)KUPOBOW KiieTuaTku. KoHTpacTHOe Be-
IIECTBO HAKAIJIMBACTCS HEPAaBHOMEPHO C IMpeodia-
JIaHWEM B BEHO3HYIO (asy.

[Iporuos nmanuentoB ¢ KI'D u CKM B GonpimmH-
CTBE CiIydaeB HeOnmarompusaTHbIH. B mepByro oue-
penb 3TO CBS3aHO C OTCYTCTBHEM OTPabOTaHHOTO
B XOJI¢ MCCIICAOBAHUM MPOTOKOJIA BEACHUS paccMma-
TPUBACMBIX IAIIUCHTOB.

3aKJII0oueHue

KI'D, ocnoxunennas CKM, y pereil cuuraercs
arpecCUBHBIM 3a00JIEBAHUEM C KpaiftHe HeOJaromnpu-
STHBIM TIPOTHO30M BBHUAY OBICTPO HapacTAIOMINX
oCJIO)KHeHHUH. Vcxons W3 pacCMOTPEHHOTO KIIMHU-
YECKOTO CiIydasi, MOXHO CJIeJaTh Psiji BBIBOJIOB:

1. Hammume tpomOoruToneHnn y peOeHKa B
MEPBBIA MecsI Mocie POXICHUs TpeOyeT BHUMa-
HUS s uckiroueHus natojoruil. Ilpu momospe-
Huu Ha KI'D HeoOXoaumo B JMHAMUKE OIICHUBATH
COCTOSIHME CHUCTEMbI reMocTas3a (MpOTPOMOMHOBOE
BpeMsi, TPOMOWHOBOE BpeMs, aKTUBUPOBAaHHOE dYa-
CTUYHOE TPOMOOIUIACTUHOBOE BPEMSsI, MEXTyHapO/I-
HOE HOpPMaJIM30BaHHOE OTHOIICHWE, (HUOPHHOTCH,
D-numep, aHTUTPOMOWH), OOIIMK aHAIU3 KPOBH
n manaeie Y3U/KT/MPT ¢ xonTpacrom. Hammdme
KOaryJonatud IMOTpeOJeHus, TPOMOOIMTOIICHNUH,
MOJTBEPXK/IACT JAMArHO3 W SIBIIAETCS (HAaKTOPOM OC-
JIOKHEHUS TEUSHUs 3a00JICBaHMS.

2. EnuHBIX CcTaHAApPTU3MPOBAHHBIX IPOTOKOJIOB
teparmn KI'D ¢ CKM B Poccum He cymectsyer, a
KOHCEpBaTUBHAsI Teparnus He Bcerna dPPeKTUBHA, MO-
3TOMY MOAOOP JICYCHUSI CIIOKEH U TpeOyeT WHIUBH/ITY-
AIBHOTO TTOAXO0/IA C TIOCTOSIHHON KOPPEKTUPOBKOH J103.

3. BbIOOp COBpEeMEHHOIr0 IPOTOKOJA BEIACHUS
CIIY’)KHT OCHOBOH il ONAarompusATHOTO WCXOfa 3a-
OoJieBaHUs, TO3BOJISISE COKPATHTh JICTAJIbHOCTh H
MPOIUTH KU3Hb TAaKUM MAIlEHTaM.
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