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Beenenne.  KamommdopmHas — reMaHrHO3HIOTEIMOMA
(KI'D) — »r10 omacHoe mist >KM3HM 3a00ieBaHHE, INPE/ICTaB-
nstroriee co0oi JTOKaTbHO arpecCHBHYIO M MOTEHIMAIBHO JIe-
TaJbHYIO COCYIUCTYIO OIlyX0ib MianeHuecTBa. KI'D B Gomb-
IIMHCTBE CIIy4aeB COIPOBOXKAACTCS CHHIAPOMOM ((heHOMEHOM)
Kazabaxa — Meppurra (CKM).

Onucanue cayyas. Knunanueckun KI'D mpexacrasnser co-
00i IUIOTHYIO OITyXOJb C HEPOBHBIMH KpasMH KpacHO-0arpo-
BOTO I[BeTa ¢ OyrpHCTOH MOBEPXHOCTHIO U TOPSIUYIO Ha OIIYTIb.
3a0oneBaHre 4acTO MaHHM(ECTHPYET € KOXKHBIX HPOSBICHHM,
MHMHKPHUPYSI TOA Mackoil MH(EKIMOHHOIo Iporecca M TeM
CaMBIM OCJIOXKHSS TIPOIIECC TTOCTAaHOBKH JuarHo3a. MHcTpymeH-
TaJIbHBIE METO/bl MCCIIENOBaHMS BaXKHBI Juisl Auddepenunan
KI'D or apyrux omyxosel, a Takke IJIs OLIEHKU PacIpocTpa-
HEHHOCTH TIpoIecca.

B crarbe npesncraBieH KIMHUYECKUH Clly4aid JUArHOCTHUKU
n nedennst KI'D ¢ CKM y HOBopokeHHOTO pebenka. Mcmons-
3yI0T pa3HbIe COYETaHUS TEPAlHH, OMHUPAsCh HA KIMHUIESCKUE
PEKOMEHALUK 110 UH(DAHTUILHBIM I'eMaHTHOMaM M B COOTBET-
CTBHH C MEXIYHApPOJHBIMH peKOMeHAanusmMu jiedeHus KI'D.

3akiaodenne. CTaHAAPTH3UPOBAHHOTO TPOTOKONA JICUCHHS
JTaHHOM Ho30JI0rM4ecKoil Gopmbl B Poccun He cyiiecTByeT, 4To
3HAYUTENIFHO OCIIOXKHSET IPOoLEecC IoAdopa Tepanuy, MOATOMY
3a00reBaHne CIIeyeT PacCMaTpUBaTh KaK KIMHUYECKU CIIOXKHOE,
HNOTEHLHMAJIBLHO OMAcHOe U TPeOyIolee NalbHEHIIEro U3y4eHHs.

KuroueBble cioBa: karommdopMHas reMaHTHOYI0TeIIHOMA;
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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.

Keywords: kaposiform  hemangioedothelioma; Kaz-
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Brenenue
Kamomudopmuas TeMaHTHO9H/I0TEITOMA
(KI'D) — »T0 omacHoe Ans >KU3HH 3a00JeBaHHE,

TIPEJICTaBIIAIONIee COO0I JIOKAbHO arpecCUBHYIO
1 TOTEHIMAIBHO JICTAIBHYIO COCYIUCTYIO OITyXOJIb
miagendectBa. KI'D B OonpmmHCTBE CioydaeB co-
poBoXKAaeTcs cuHapoMoM ((peHomeHoM) Kazaba-
xa — Meppurra (CKM), KOTOpBI MpHIaeT omyxo-
7 eme 0oJiee arpecCUBHOE TEUCHHE, 00YCIOBINBAs
BBICOKYIO JeTanbHOCTh (10 30 %) Onaromaps cren-
UPUUECKOMY CHMITOMOKOMITICKCY OBICTPO TIPO-
rpeccupyronieii B pa3Mepax COCYIUCTOH OITyXOIH
U CBSI3aHHBIMM C HEH TEMOJMTHYECKON aHEeMHEH,
Koaryjionarieii ¥ TpoMOOIHTONIeHHeH moTpeode-
uust. [lo cratucruke, 3a6omeBaemocts KI'D cocras-
nsetr npuodamsurensHo 0,07 ma 100 000 mereir B
roll, B TOMYJISIUH MajJbdMKH M JACBOYKH OOJCIOT C
OMHAKOBOM YacToTOW. OKOJIO TOJIOBHUHBEI CIydacB
00HAPYKUBAIOTCS TIPU POXKICHHUH, B TO BpeMs Kak
OCTaJbHBIC PAa3BHBAIOTCS MOCIE HEOHATAJIBHOTO Tie-
pHO/a, Yalie BCero B TeYEeHHE MEePBOTO rojia KU3HU.
OnHako W3BECTHBI CIIy4au, KOI/a MaToIOTHs MPOsB-
JsieTCsl TIO3/IHEE, B JIETCTBE WIIM JIaKe BO B3POCIOM
Bo3pacte [1-3].

BriepBble naHHOe 3a0oiieBaHuEe OBUIO OMHCAHO
eme B 1940 1. mennarpamu Xeiirom Kazabaxom u
Karapunoit Meppurrt. [Tozxe B 1993 r. LlykepGepr
BrepBble 0003Haumi KI'D kak oTmenpHyr0 Ha30Jo-
THIO OITyXOJIM, OTJIMYHYIO OT JETCKOH IeMaHTHOMBI
M3-32 €€ JIOKAJIbHOTO WHBAa3MBHOTO pPOCTa, arpec-
CHUBHOTO TEUYEHHSI M «OYaroBOrO BHJA, TOJAO0OHOTO
Kanommy». TUNMWYHBIMU JTOKQJIM3AIUSIMA AHTHOMBI
SIBIISTIOTCSL TYJIOBHUINE, KOHEYHOCTH, IIesl, MaxXOBHIE
U moaMblieuHsle obnactu. Kak mpasuio, mporecc
HOCHUT JIOKaJbHBIH XapakTep, OJHAKO ObUIM Oruca-
HBI M CIIy4yal C HECKOJIIbKMMHU OYaraMiy MOPaKCHUSI.
Kinunnueckn KI'D ¢ CKM mnpencrasisier co0oit
IJIOTHYIO ONYXOJIb C HEPOBHBIMH KpasMH, Kpac-
HO-0arpoBoro 1BeTa ¢ OyrpucTOi MOBEPXHOCTHIO U
TOPSTIYI0 Ha OMIylb. B mepudokaapHBIX 00IacTIX
OTMEYaeTcs pacupoCTpaHeHHasl TeTeXHUalbHasl ChIllb,
9KXHMO3bl, IPONUTHIBAHUE TKAHEH KPOBBIO, UTO SIB-
TSeTCsl MPU3HAKaMUA TeMOPParndeckoro CHHAPOMA.
Hepenxo oTmedaroT JIOKalbHBIH OTEK, TUTIEPTPUXO3
U TUIEPTHUIPO3, & Y HEKOTOPBIX MAI[IEHTOB — BBI-
pakeHHBIM OoneBoi cunapoM. Yacto 3aboseBaHue
MaHU(DECTHPYET C KOXKHBIX MPOSBICHHUMA, MAMUKPH-
pysd mon WHGEKIHOHHBIH TPOIECC U TeM CaMbIM
OCIIOKHSISL TIPOIIECC TOCTAaHOBKM Juarnosa. IH-
CTPYMEHTaJbHbIE METOJBI HCCICAOBAHUS BaKHBI
it quddepennmanmun KI'D ot apyrux omyxoneii,
a TaKXKe UL OIpENeNIeHUs] CTETeHH 3a00JeBaHUA
U OLEHKH paclpocTpaHeHHOCTH mpouecca. [lpu
MarHuTHO-pe3oHaHcHOU Tomorpaduu (MPT) mubo
koMmbloTepHO ToMorpaduu (KT) oObraHO BH3ya-

JU3UPYIOTCS COCYIUCThIE 00pa30BaHUS MITKHX TKa-
Heit ¢ quddys3upM nopaxenuem. [Ipu aToM cocysl
BOKpPYI' 3TUX MSTKUX TKaHEH pacluupeHbl. YIIbT-
pasBykoBoe uccnenoanue (Y3U) mHpOpMaTuBHO
Mpu HEOOJBIIUX M TIOBEPXHOCTHBIX OMyXoysax. Ha
COHOTpaMMe IaTOJOTHYECKAN OYar BBINISIUT Kak
HeormpeeeHHoe, ouaropoe win auddysHoe nopa-
KCHHE, OTPAaHUYCHHOE TOIBKO ITOJIKOYKHO-)KHPOBOM
KJIETYAaTKON WJIM TPOHMKAIOIIEe B MOAJIEKAIIYIO
Mmermy. [Ipu mommuteporpadun oOpa3oBanmne Oora-
TO BacKyJIIpU30BAaHO C BBICOKOH CKOpPOCTBIO KpO-
BOTOKa. MeTo/ MO3BOJISIET OIEHUTH Pa3Mepsl 0 |
rnocie jgedeHus [4].

[Tatorenes KI'D octaercss HEmOCTaTOYHO H3Y-
yeHHbIM. M3BecTHO, uTo Kietku KI'D skcnpeccupy-
10T cocyaucteie Mapkepsl CD31 u CD34, peuentop
3 COCYIHCTOTO JHIOTEIHAIBLHOTO (haKTopa pocTa,
peuenTop u JuMmdarnueckue Mmapkepel D2-40 u
PROXI1 [5-7, 17, 18]. DT HaxomKW yKa3bIBAIOT
Ha BO3MOXXHOE TIPOUCXOXJACHHWE W3 JMM(paThye-
CKOTO DJHJOTENUs aHaJorn4yHo capkome Kamomn.
Tem He MeHee, B OTIWYHME OT TMOCIICIHEH, YaCTH-
1l BUpyca repreca uenoeka 8 (HHV-8) ne Obuim
00HapyKeHbI MPH TeMaHTHOIHIOTEIHOME, U OTCYT-
CTBYIOT JIOKa3aTeJbCTBA aCCONMAIUN C WH(EKIUeH
HHV-8 [7]. JlaHHBIE O TCHOMHBIX HM3MCHCHHSIX B
ATHX OMYyXOJSAX OTPaHHYEHBI, HO OBIJIO HECKOJIBKO
coobOmeHuit o myranusx B GNA14 B HEKOTOPBIX
caydasx [8].

CraHaapTH3UPOBAHHOTO  TPOTOKOJIA  BEIACHUS
MAIMeHToB C JaHHBIM 3a0oneBaHueM B Poccum He
CYIIIECTBYET, YTO 3HAYUTEIHHO OCIIOKHSET MPOIECC
nojaoopa 3pdekruBHoro JeueHus. CoriacHO K-
HUYECKUM PEKOMEHJAIVIM, CTaHJapTHas Oa3ucHas
Tepamnus CyIIeCTBYeT TOJBKO JiJisi WH(AHTHIIBHBIX
remManruomM. OHa 3aKitodaeTcss B MPUMEHEHUH Ta-
KHX TIpernaparoB, KakK IPOIPAHOJION, BUHKPHUCTHH,
MPETHU30JI0H U BHHONACTHH B DPa3HBIX KOMOWHa-
muax [9, 18]. Ilpu 3710KadecTBEHHBIX (opMax co-
[IaCOBaHHBIC TOIXObl OTCYTCTBYIOT, MOJTOMY HC-
MOJIB3YIOT BCEBO3MO)KHBIE COYETAaHUS, ONMUPAsCh Ha
KIIMHUYECKHE PEKOMEHJAIMK 110 HH()aHTHUIEHBIM
TreMaHTHOMaM U Pa3InYHOTO Pojia MEXTyHapOIHbIe
Hay4HbIe ITyOIHMKAINK, METOJUYECKHE PEKOMEH/Ia-
MU U JIpYrue WHPOPMAIIMOHHBIE UCTOYHHUKH (dYarre
off label).

BonbmMHCTBO CHENMANUCTOB HACTaWBalOT Ha
WH/IMBUIYalIbHOM TIOJXOJIe, YKa3blBash Ha TO, 4YTO
Tepanus JO0JDKHA YYHUTHIBATH pa3Mephl, JIOKalln3a-
[UI0 M KIMHUYECKUE MPOSBICHUS y KaXXIOTO KOH-
KPETHOTO TMalueHTa. PexoMeHIaruu 1Mo JIEYSHHIO
ocnoxaeHHor KI'D Obumn mpemnoxensr B 2013 T
aMEpPUKAHCKON MYJIBTUIUCIUIUIMHAPHON BKCHepT-
HOW TpyMNIoi Ha OCHOBE 0030pa MMEIOLIUXCS J10-
Ka3aTeNbCTB, SKCIIEPTHOTO MHEHUSI U KITMHUYECKOTO
ombiTa. B KauecTBe mMepBOM JMHUW TIPHU JICUCHUH
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CKM pexoMeHAYIOTCSI CHCTEMHBIE TITFOKOKOPTHUKO-
CTEpOUJIbl U TEpaIus CUPOIUMYyCOM. Takol momxon
JIO CUX IIOp SIBJISICTCS aKTyaJIbHbIM M COIJIACHO HC-
CJIETOBaHMSM TIOKa3bIBaeT Ooyiee OBICTPYIO W BHI-
COKYI0 YacCTOTy OTBETa MO CPABHEHWIO C JAPYTHMH
METOaMH JICUEHUS], BKIIOYasi CHCTEMHBIE KOPTHKO-
CTEPOUIbI, THTHOUTOPHI MUIIICHW PallaMUIMHA, WH-
TeppepoH, PaMOTEPAINIO, ACTTUPUH/TUKIONUINH U
BUHKPUCTHH TIPU JIEYEHUH TeMaHTHOIHIOTEITHOMBI
[10, 11]. CormacHo wuCCIeIOBaHUSAM, HadalbHBIN
OTBET Ha TEPAINUI0 CHUPOIUMYCOM JOCTHUTAIOT IO
ucreuenun 1-3 nen [12-16].

OpHaKo BeJCHUE HA TIIIOKOKOPTUKOCTEPOUIAX M
MMMYHOJIETIPECCAHTaX MOXKET BBI3BIBATH MPOOIEMBI
¢ 1moj00pOM 103, TIOITOMY MPHUXOAMTCS HCIOIb-
30BaTh AaJbTEPHATHBHBIE METOJBI BTOPOW JIMHUH
teparuu. Ha puc. 1 oTpaxkeHBI JOCTOWHCTBA U
HE/IOCTaTKM TEPaNeBTHUYECKUX METOAWK, MPUMEHS-
E€MBIX B TEUEHHE BCEro MepHoja MPaKTHKH COTIIAC-
HO MYJIBTHIUCIUILUTUHAPHOW 3SKCIIEPTHOW TpyIIe
3 CHIA wu Kanazgpl, xoTopas Oblia TpemiokeHa
B 2013 r. [11]

B cBsi3u ¢ 3TMM JaHHOE 3a00JieBaHUE CIEAyeT
paccMaTpuBaTh KaK KIMHHYECKH CIIOXKHOE, IMOTEH-
[MAJIBHO OINacHOE M TpeOyrolee JabHEHIIero u3-
YYeHUSI.

Onucanne KIHHHYECKOI0 cay4dasi

W3 anamHe3a kM3HM nauumeHta N. H3BECTHO,
410 pebeHOK OT 1-ii OepeMEeHHOCTH, MPOTEeKAoIeH
Ha (QoHe OKUpEeHHS, Kene301ePUIUTHON aHEMUH U
WH(EKIIMH MOYEBBIBOASAIINX ITyTEH, BBISBICHHOW Ha

XHpypraueckoe
nNeueHue

Axruorpadua u
ambonuzaymua

Nyuesan Tep KopT

20-ii menene. Pomer 1-e, cpounsie B 39 4\7 Hen.,
BOJIBI OKpamieHsl MeKoHHeM. OCOOCHHOCTH TeUeHUS
POMOB: SKCTPEHHAsl ONepauusi KecapeBa CeueHHs
(TToKazaHWsA — YTrpoKaIoIIasi TMIIOKCHS IUIOAA, OT-
cyrcTBue 3dekra oT poaoBo30yxaeHus). [Ipu po-
JKJIEHUM Macca Teila — 3656 1, miuHa Teia — 48
CM, OKpYXKHOCTb TOJOBBI — 37 CM, OKpYKHOCTb
rpynn — 35 cm. OueHnka no mkane Anrap — 8/8
0asioB.

W3 anamHe3a 0Ole3HHM HM3BECTHO, YTO TMPH PO-
KJICHUHM BU3YaJIbHO ONpeersiock 00beMHOe 00pa-
30BaHME B 001acTH MpaBoro Oezpa Mo MepeIHEeBHY-
TPEHHEW MOBEPXHOCTH, IUIOTHOE, 0e300JIe3HEHHOE,
C HEpPaBHOMEPHOH CHHIONIHO-0AarpoOBON OKpaCcKOH,
COIPOBOXKIAIOIEECS] HEOHATAbHOH TPOMOOIMTO-
neanen (puc. 2).

Ucxonss W3 KIMHHUKO-Ta0OpAaTOPHBIX JaHHBIX
Oopmia 3amomo3peHa KI'D ¢ mopakeHueM IpaBo-
ro Oeapa M TOJCHM, MPOTPECCUPYIOIIETO TEUCHUS,
ocinoxkHeHHass CKM. Ilo V3 — B MArkux TKa-
HSX JIOIUpPYeTCS OBajJbHON (opMbI 0Opa3oBaHuE
10 x 8 x 3,5 cM C HEYETKUMHU KOHTYypaMH, TOHKOH
karcynoid. CTpyKTypa HEOJHOpOAHAs, C O4daraMu
MOBBIILICHHON 3XOTeHHOCTH, apTepHalbHBIM U Be-
HO3HBIM KPOBOTOKOM 0€3 JIOCTOBEPHBIX MPH3HAKOB
HaJIMYUSI KPYITHBIX KaBEpH.

JlaboparopHo HaOmOnaNaCh KapTHHA HOPMO-
KOArymsiuy, 0e3 NPH3HAKOB aHEMHHM M BOCIIaje-
HUSI, TPOMOOLIUTONICHUSI TPEThEH CTENEHH TSKECTH
28,8 x 10%/L, ¢ MUHUMaJILHON MOJOXKUTEIBHON JU-
Hamukoi (52 x 10°/L). KpoBb Ha a-(eronporenH,

XOpI/IOHI/IquKI/Iﬁ TOHAJOTPOIIMH YCJIOBCKA — oe3
I1aTOJIOTHUH.
LurocTaTikm Wiepdepors WmmyHoaenpeccantsl - agpeHoBnokatopst
(BunkpucTHH) (anbda) (Cuponumyc) (Mponpaxonon)

Puc. 1. JlocTonHCTBa M HEJOCTaTKH OCHOBHBIX METONOB JedeHUs mpH cuHapome Kazabaxa—Meppurra [11]
Fig. 1. Advantages and disadvantages of primary treatment approaches for Kasabach-Merritt syndrome [11]
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Bruta mpoBefieHa KOHCYJIbTAIMS ¢ TEMaTOJI0rOM
7 TeMaTOJIOTOM-OHKOJIOTOM, KOTOpBIE TOATBEPIHIN
nnargo3 — KI'D. B ¢Bsi3u ¢ »TuM Obula Ha3HaYeHa
TOPMOHAJIbHAS TePaIUs TPETHU30IOHOM M3 pacdera
2 MI/KT/CYT; IMMYHOCYIIPECCUBHAS Teparus CUPO-
aumycoMm u3 pacuera 0,8 mr/m*/2 pasa B CyTKH, a
Takke ObLIa Ha3HA4YeHa Tepamus MPOIPAHOIOIOM
2—3 MI/KI/CYT MOl KOHTPOJIEM TeMOJMHAMUKH.

Ha KT ¢ xonrpactupoBanuem (puc. 3) BBIABIC-
Ha KapTUHA COCYAMCTOro 0Opa3oBaHMsI MSTKUX TKa-
Heill mpaBoro Oesipa ¢ MHQWIBTpaMeH IpuIeKanei
MOAKOXKHO-)KUPOBOU KieT4yarku. IIpaBoCTOpOHHSA
naxoBas nuMmdaneHonatus (3a cuer JumQocTasa).
VYdacTok 0Ooyiee MHTEHCHBHOTO KOHTPACTHPOBAHHMS
B oOyacTu mpaBoro Oenpa — MEJKOE THIEPBACKY-
JsipHOE 0Opa3oBaHMUE.

Puc. 2. KanommgpopmHasi reMaHIHOIHOTEIIOMA BU3YaJIbHO
Fig. 2. Visual presentation of a kaposiform hemangioendothelioma

Puc. 3. KT ¢ BHyTpUBEHHBIM OOJIIOCHBIM KOHTPaCTHPOBAHHUEM
Fig. 3. CT scan with intravenous bolus contrast enhancement
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[lpoBeneHa KOHCYNBTAalUMsl C XHUPYProm, OIle-
paTWBHOE JieUeHHE HE TI0Ka3aHO, PEKOMEHIOBAHO
MPOJOJDKEHNE KOHcepBaTUBHOM Tepanuu. Ha done
JIeYeHNUs (CHpPOIMMYC + TIPOMPAHOION + TpeIHH-
30JI0H) OTMeYajlach HEOOJIbIIAs OJIOKUTEIbHAS -
HaMHMKa — CKJIaJ[bIBAJIOCH BIEYATICHHE 00 yMEHb-
IIEHWH pa3MepoB 00pa30BaHUSI.

Ha 20-e cytku Ha ¢oHe mpreMa TOpMOHATBHBIX
mpernaparoB 3a00JieBaHUE OCIIOKHUIOCH TEMOKOIH-
TOM, MO3TOMY OBUIO NMPHHATO PEUICHHE O TOCTe-
MEHHOW OTMEHE TPEeIHU30JI0HA M PEKOMEHJ/IOBaHA
roJiofHasl Tay3a B TEYCHHE IBYX CYTOK. B cBs3m
C BBICOKOM KOHLIEHTpAllMEd B KPOBU CHUPOIUMYCa
mpermapar ObpUT BpeMEHHO OTMeHeH. Ha 25-e cyr-
KA KH3HH OTMEUEHO YXYAIICHHWE COCTOSHHS: POCT
OKpY)KHOCTH Oezpa, yCHWJIEHHE OTeKa TOJEeHH W
CTOITBI, BU3yaJlbHO — KOXKa HATSAHYTasl, TOSBUIINCH
NeTeXualbHbIe JEMEHTHl Ha TOBEPXHOCTH IMPaBO-
ro Oempa. JlabopartopHo Hapacrtaromasi TpPOMOOITHU-
TOTICHHS MOTPEOJICHHUSI, KOarynomnaTus MoTpeOIeHHs
(pubpunorenr — 1,5 1/71, TPOTPOMOMHOBOE BpE-
M — 10,9 cek).

bruio nposegeno MPT ¢ koHTpacTUpOBaHUEM,
MpU KOTOPOM Ha (OHE BBIPAKEHHOTO MOJIHOKPO-
BHSI BHU3yaJU3UpOBaiIM oOpa3oBaHUE pa3MepaMu
o 55 x 55 x 38 (BbIcoTa X mIHUpPHHA X TIepeHe-
3aJlHAN) OJHOPOJHOTO M30MHTEHCHBHOTO CHUTHAJA
Ha T1-B3BemIEHHBIX H300paKCHUAX, HEOIHOPO.-
HOTO M30TUIEPUHTCHCUBHOTO Ha T2-B3BeIlICH-
HBIX H300paXeHHUSIX C y4acTKAMH MUHUMAIbHOTO
orpannuenuss MP-muddysun B cTpykType, HH-
TEHCHUBHO KOHTpacTupyemoe ¢ Au(dy3HbBIM yme-
PEHHBIM HAaKOIJIEHHEM KOHTpPAacTa B ITOJAKOKHOMN
KJIeTYaTKe.

B cBs3u Cc MoOBBIIIEHWEM TJIa3MEHHOW KOHIICH-
Tpalyy CUPOIMMyca ObLIa TPOU3BEICHA KOPPEKITUS
no3bl mipenapara. [IpoBeeH MOBTOPHBIM KOHCHUIIM-
yM, pelIeHreM KOTOPOTO OBUT 3aIlUIaHUPOBAH Tepe-
BOJ B OTACJICHUE OHKOT€MAaTOJIOTMU JUIsl TIIATElb-
HOTO TomOopa Tepanmuu. B mimaHoOBOM mopsiake Ha
27-e CyTKM TOCJIe pOXICHHS MalUeHT ObUT mepene-
JIeH Ha OHKOT'€MaTOJIOTMYECKOE OT/EIICHHE.

bruto mpoBeneHo 1Ba Kypca XUMHOTEpPANHH
muknodpochanom 50 mr/mM*cyr B JBa BBEACHHS
(28 BBemenwmii), BunOmactuHoM 1 Mr/m? kypcom 14
nueit (3 pasa/men). Taxke BO30OOHOBHIIM TEPAIHIO
CHUPOJINMYCOM/TEMaHTHOJIOM (OTMEHEH HECKOJIBKO
MOKE M3-32 OTCYTCTBHSI OTBETA HA JICUCHHE).

Ha ¢one mpoBoaumoii Teparnuu OblUla OTMEue-
Ha TIOJIOKWTENbHAS JWHAMHUKA: W3MEHEHHE I[BETa
KOKH B 00yacTh 00pa3oBaHusi (OTTEHOK CMEHMIICS
¢ OopmoBoro Ha Oomee ONeAHBIN), YMEHBITHIACH
TUIOTHOCTh OKPY’KalOIIMX TKaHEH, OTMEYEHO YyBe-
audeHue yuciaa TpomboruToB 10 90 x 10%/1.

[lociie Tperbero Kypca XUMHOTEpalUH IO TOU
JKE CXEMe KOJMYECTBO TPOMOOILMUTOB JOCTHIJIO
228 x 10°1n, omHako pasmep oOpa3oBaHHSA OCTa-
BaJICS MIPEIKHUM.
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[Tocne weTBepTOro Kypca XUMHOTEpanmuu M OT-
CYTCTBUS HOJIOKUTEIBHOM IUHAMHUKH IIPOBEICHO
nosropHoe MPT ¢ KoHTpacTUpOBaHHUEM, KOTO-
poe IOKazajlo yMEHbLICHHE Pa3MepOB OOBEMHOIO
00pa3oBaHUsl M OTEKa IOJKOKHOW KJIETYATKH U
mpimn (55 x 44 x 20) mo cpaBHEHHIO C TPEABIAY-
mwmM pesynsraroM. [Ipu KT-anrnorpaduu cocymos
HIDKHUX KOHEYHOCTEH YCTaHOBIICHO: OT NpaBol
ITOBEPXHOCTHON OCIPEeHHOW apTepuu OTXOIAT MHO-
JKECTBEHHbIE TOHKHE BETBU K HOBOOOPa30BaHHMIO, a
TaK)Ke HaAOJIONACTCsl PACIIUPEHUE MOBEPXHOCTHBIX
BEH BEpXHEW W cpefHer Tpetu Oenpa. OmgHAKO C Iie-
JbI0 BepU(PUKAIMK JUarHo3a (MCKIIOYHTh CHHIPOM
N30BITOYHOTO POCTa TKaHEH, acCOLMHPOBAHHOIO C
mytanueit PIK3CA — PROS) 0bu10 NIpUHSATO peliie-
HUE O IIPOBEICHUN OMOIICHHU, KOTOpask MOATBEpANIA,
4yT0 MOpdosorusi 1 UMMYyHOPEHOTUII OHonTaTra co-
oTBeTCTBYyeT remanruodugorennome (CD34, CD31,
nepudokanpao D2-40), myrammii B rene PIK3CA
He OOHapykeHO. XHUMHOTepamusi MpoJIoIKeHa,
BBE/ICHUE LIMUTOCTAaTUKOB IIEPEHOCHUTCS 0€3 OCIIOXK-
HEHHH, MPOBOAUTCS AMHAMHYECKUI KOHTPOJb KOH-
IeHTparnuu cuponumyca B kposu (ot 1,81 go 10,79
Hr/mit). TpoMOOLIUTEI IPOIOIKHUITN ITOCTEIICHHO Ha-
pacrath B guHamuke (318 x 10%/m — 439 x 10%/n),
HaOmofanach CTa0MIM3alMs CHCTEMbl I'eéMOCTasa
(HOpMOKOarynsauus). YUHUThIBas IOJIOKUTEIbHYIO
JUHAMHUKY, PEKOMEHJOBaHbl KIMHUKO-IHarHOCTH-
YECKHH KOHTPOJIb W PELICHHE BOIpOca O IMPOIO-
JKCHUU U KOPPEKIUHU TEeparHu.

Oo6cy:xneHue

Hecmorps ©Ha onpeneneHHbIE IOCTIDKEHHS B
HCCTICIOBAHUM JaHHOM IaTOJIOruH, 3aboiieBaHHe
HO-TIPEKHEMY TIPEJICTABISIET COOOM CEPhE3HYIO KITH-
HUYECKyr0 mpobnemy. [Ipexae Bcero, 3To CBsi3aHO C
€ro HUCKIIOYMTENLHOM PEIAKOCThIO (TOYHAs YacToTa
BCTPEYAaEMOCTH JIO CHX TIOp HE yCTaHOBJEHA), KOTO-
past BO MHOTOM OOBSICHSIET PacpOCTpaHEHHOCTD JIU-
ArHOCTHYECKHX OIMIMOOK. 3a9aCTyI0 3a dTOT CHHAPOM
MIPUHUMAIOT JIFOOBIE JPYrHe COCYIUCTBhIE aHOMAJNH,
TaKhe KaK COCYIUCTBIE Maib(opMmanuu (¢ TpomOo-
[IUTOTICHUEH) WM TeMaroJOrMYecKHe MpOSBIICHUS,
KOTOpBIE TPAKTYIOT KaK CaMOCTOSITENIbHYIO MaToo-
THIO, HE CBA3aHHYIO C COCYIWCTBIM OOpa30BaHHEM.

KI'D ¢ CKM noBosibHO cinoxHO TuddepeHnupo-
BaTb C IPYIMMU IMOXOKHMMU MATOJIOTUAMU, U TOJIBKO
MPU KOMITJIEKCHOM TIOIXO/I€ MOYKHO CBOEBPEMEHHO
1 MPaBUJIBHO IMMOCTAaBUTL JUArHO3.

Knuandeckue mposiBieHust 3a00I€BaHUS Xapak-
TEPU3YIOTCSl BBICOKOH BapuaOeNbHOCTBIO: OT aHe-
MHU W TPOMOOIIUTOTIEHWH IO PA3IUYHBIX KpPOBOT-
€4eHul.

HI/IaFHO3 TMMOATBCPKAACTCA JTaHHBIMH BHU3YyaJin3a-
mun (KT mwmm MPT) mopakeHHO#H oOnacTr ¢ mipo-
BE/ICHMEM O0053aTeIbHOTO BHYTPHUBEHHOTO KOHTpa-
CTHPOBAHMS.
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KJIMHUYECKMUI CITYHAM / CLINICAL CASE

Ha KT o0Opa3zoBaHue MMeeT HEYETKUE, HEPOB-
HbIE KOHTYpPBI, HEOTHOPOIHYIO CTPYKTYpY C HEpas-
HOMCPHBIM YTOJIICHUEM M TAXKUCTOCTHIO MBILIL U
MOJKOXKHO-)KMPOBOM KkieTyarku. KoHTpacTHOe Be-
IIECTBO HAKAIUTUBACTCS HEPAaBHOMEPHO C Ipeoldiia-
JlaHKEM B BCHO3HYIO (asy.

IIporno3 nammentos ¢ KI'D u CKM B GomnbimH-
CTBE CiIydacB HeOmaronpusTHBIM. B mepByro odye-
pelnb 3TO CBSI3aHO C OTCYTCTBHEM OTPaOOTaHHOTO
B XOJIC UCCIICJIOBAaHUI MPOTOKOJIA BEJICHUS paccMa-
TPUBACMBIX ITAIIUCHTOB.

3aKjIoueHue

KI'D, ocnoxunennas CKM, y gereil cumraercs
arpeccMBHBIM 3a00JIeBaHHEM C KpaiiHe HeOaromnpu-
ATHBIM TIPOTHO30M BBHUAY OBICTPO HApPACTAIOIINX
ocnoXHeHUH. VcxXoas M3 pacCMOTPEHHOTO KIIMHH-
YEeCKOTO CIlydasi, MOJKHO CJIeNIaTh Psii BBIBOJIOB:

1. Hammume TpomOomuTonieHMn y peOeHKa B
HEepBBIA MeCsI TOoce POKACHUS TpeOyeT BHUMa-
HUS 1A UCKItoYeHus mnarosoruil. Ilpu momospe-
nun Ha KI'D HeoOxoouMo B ITUHAMUKE OLCHUBAaTh
COCTOSIHHE CHCTEMBI TeMocTa3a (MpOoTpOMOMHOBOE
BpeMsi, TPOMOWHOBOE BpeMs, aKTUBHPOBAaHHOE dYa-
CTHYHOE TPOMOOIIIIACTUHOBOE BpEMsi, MEKAyHAPO/I-
HOE HOPMAaJM30BaHHOE OTHOIICHHE, (DHOPUHOTEH,
D-numep, aHTHTpOMOMH), OOUIMI aHaIW3 KPOBU
u manaele Y3U/KT/MPT ¢ kontpactom. Hammdame
KOaryjaonarud mnoTpebieHus, TPOMOOLUTOIICHUH,
MOJITBEPKIaCT TUATHO3 U SIBIISIETCS (PAKTOPOM OC-
JIOKHEHUSI TeUCHHs 3a00JICBAHUA.

2. EauHBIX CTaHAApTU3HPOBAHHBIX IPOTOKOJIOB
tepamn KI'D ¢ CKM B Poccnm He cymiectsyer, a
KOHCEpBaTHBHAsl Teparnus He Bceraa S QeKTrBHa, 1o-
9TOMY TIOZIOOP JICUEHHS CIIOXKEH U TpeOyeT UHANBHTY-
QIFHOTO TOIXO0/A C TIOCTOSHHOM KOPPEKTUPOBKON J03.

3. BbeiOop cOBpEeMEHHOTO NPOTOKOJA BEICHUS
CIIY’)KUT OCHOBOH Il ONAarompusATHOTO MCXofa 3a-
OoJsieBaHMsI, TO3BOJSIA COKPATUTH JIETAIBHOCTh U
MIPOTUTH KU3Hb TAKUM TAI[HEHTAM.
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Yuacmue asmopog

ABTOPEI JEKITapHPYIOT COOTBETCTBHE CBOETO aBTOPCTBA MEJK-
nynaponasiM kputepusiMm ICMIJE. Bee aBropsr B paBHoii cTe-
IICHH YYacTBOBAIM B TNOATOTOBKE MyONnmKammu: paspaboTke
KOHICNIMK CTaTbi, IOJNYYCHHH M aHAIM3e (DaKTHYCCKUX
JIAHHBIX, HAIMCAHUH W PEIAKTHPOBAHUH TEKCTa CTATHH, TPO-
BEpPKE U YTBEP)KJIEHHH TEKCTa CTaThi. Bce aBTOpsl 0mo0pumm
(MHANTBHYIO BEpPCHIO CTAThbH Tepen MyOMnuKauyel, BhIpasuin
COIVIACHE HECTH OTBETCTBEHHOCTH 3a BCE ACIEKTHI PAOOTHI,
TIOJIPa3yMEBAIOIIyI0 HAJUICKAIIEe H3yUeHHEe M PEIICHHE BO-
TPOCOB, CBSI3aHHBIX C TOYHOCTBIO WM J0OPOCOBECTHOCTBIO
mo0oH yacTu paboThL.
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