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JlyueBas Tepanusa kak metop salvage-tepanuu
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PE3IOME

PeHomeH Kasabaxa-MeppuTTa — PeAKAs TDOMBOLMTONEHUYECKAS KOAryAOnaTus NoTpebAeHUs, BO3HUKAIOLLAS HO DOHE TAKMX COCYAMCTbIX
QHOMQAAMH, KOK KAMOLLMGDOPMHAS FeMAHMMOIHAOTEAMOMA U TMIAHTCKAS AHriMoma. CBOEBPEMEHHAS AMArHOCTUKA M Ae4eHne CHAPOMa Kasabaxa—
MeppuTra, BrkatoYatoLLee B cebs TEPANMIO COCYAUCTON OMyXOAU M XKU3HEYIPOXAIOLLIMX COCTOSHUM, MMEIOT PELLIQIOLLIEE 3HQYEHME B PA3PELLIEHMM
CTOAb PEAKOM COCYAMCTOM QHOMAAMM. LieAblo paBOThl ABAIETCS GHAAM3 AUTEPATYPHbIX MyOAMKALMI MO AY4EBOK Tepanmm KanoLUMGOOPMHOM
FeMAHMMOIHAOTEAMOMbI M TMIAHTCKOM GHMMOMBI, ACCOLIMMPYEMbIX C coeHomeHom Kaszabaxa-MeppuTra, B KayecTse salvage-tepanum.
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Radiotherapy as salvage therapy for kaposiform hemangioendothelioma
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SUMMARY

The Kasabach-Merritt phenomenon is a rare thrombocytopenic consumption of coagulopathy that occurs against the background of such
vascular anomalies as kaposiform hemangioendothelioma and giant angioma. Timely diagnosis and treatment of Kasabach-Merritt syndrome
which includes therapy for vascular tumors and life-threatening conditions are critical in resolving this rare vascular anomaly. The aim of the study
is fo analyze radiation therapy as salvage therapy for kaposiform hemangioendothelioma and giant angioma associated with the Kasabach-

Merritt phenomenon.
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Brenenne

®enomen Kazabaxa—Meppurra — peakas TpoMOOIUTO-
IIEHUYeCKast KoaryJionaTus NoTpeOJIeH NI, BOSHUKAIOMIAs
Ha (OHE TAaKMX COCYIUCTBIX aHOMaJIMH, KaK KaromudopMHas
remanruosuaoTenuoma (KI'9) u ruranrckas anrnoma (I'A).
OH xapakTepu3yeTcst I'TyO0K0i TpOMOOIMTOIICHUEH, THITO-
(ubpuHOreHeMuel, pocToM ypoBHS D-11MepoB, TPOTyKTOB
pacnana pudpruHOreHa u ObICTPHIM POCTOM OITYXOJIH, YTO MO-
XKET SBJIATHCS )KUZHEYT'POXKAIOIIMM ISl peOCHKA COCTOSTHUEM.
Yacrora BcTpeyaeMocTy naroaoruu He npessimaet 0,3 % ducia
MIAIIMEHTOB C COCYANCTHIME Manib(popmanusmu. ITuk Bo3pac-
Ta OOJBHBIX IPUXOAMUTCS Ha TIEPHO HOBOPOXKACHHOCTH [1].

CBoeBpeMeHHasl AMarHocTuKa  JieyeHue cuaapoma Kasa-
6axa—Meppurta (CKM), BKITTOHatoIee Tepariio CocyIuCToNn
OITYXOJIH ¥ YKM3HEYT'POXKAIOIIUX COCTOSIHUN, UMEIOT perIaro-
11ee 3HaYEHHE B pa3peIleHNH CTOJIb PEAKOH COCYIHUCTOM aHo-
MaJud. B mnTeparype npeacTaBieHO MHOXKECTBO MOIXO0/I0B
K Teparyy ¢ IPUMEHEHHEM CHCTEMHBIX KOPTHUKOCTEPOH/IOB,

LIUTOCTATHYECKHX JIEKAPCTBEHHBIX CPENICTB, IMMYHOTEpAIINH,
panuoTepanuy, aHTHGUOPUHOIUTHYECKUX areHTOB, HHTHOU-
TOPOB arperauy TPOMOOIIMTOB, OJJHAKO JICUEHHE MallUeHTOB
CO CTOJIb PEAKUM (DeHOMEHOM B TTOZIABIISIOIIEM YHCIIE CITyYaeB
JOCTaTOYHO MHAMBHIyaJIbHO M OCHOBAHO Ha OIIBITE yUPEIK-
nenus. B cirydae oTcyTeTBus 3 dekTa Ha hOHE CHCTEMHOTO
JICYEHHSI PSIJIOM HCCIIEIOBAaHNUH OATBEPIKACHA POJIb Ty 4EeBOH
tepanuu (JIT) B kauecTBe BTOPOH, TpeThEH JINHUH Tepauu
nereid ¢ CKM [2]. B paboTe npezncTaBieH YCIEHIHbBIH ONbIT
IIPUMEHEHHU s paAloTepaniy B KauecTBe salvage-Tepanun
Karomu(popMHON reMaHTHOIHIOTEIMOMBI M TUTAHTCKOH aH-
THOMBI, accOLIMMpyeMbIX ¢ henomeHoM Kazabaxa—Meppurra.

MarepuaJjibl 4 METOBI

B nerckom onkonoruueckom otaenennu HMUIL onkonoruu
umenu H. H. Iletposa ¢ 2009 o 2018 rox ueTbipeM nalueHTam
¢ BepuduImpoBaHHBIM quarno3oM KI'D, acconnnpoBanHoOH
¢ CKM, B kauecTBe salvage-Teparmiu ObLIa IIPOBEICHA JTyYeBast
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Tabamua 1

lpynna naunMeHToB ¢ KANOoLWNPOPMHOM reMAOHIMO3HAOTEAMOMOM, ACCOLMMPOBAHHOM C CMHAPOoMoM Kaszabaxa-MeppuTtra

MauuneHTsl BospacTt MoA Aokaausauus o6pasoBaHus SR Tepanus 1-# AMHUK hhEed] el R,
(cm, max) Tepanus mec
o MPONPAHOAOA, IMBOAM3ALIMA X
MauneHr LL. 6 mec Myx. SRR MOBEPXHOCTb IDYAHOU. 10 T€MAHTMOMbI CMIMPAABIO Zifeesr Com 27
OPIOLLIHOM CTEHOK 10Tp
XKnaHTypKo
TSIy A\ DrEa KeH. Msrkue TKaHK AeBoro 6eApa, SroAMYHOM 32 MDEAHMIOAOH, MOONGHOAOA 3 kypca: COA 2
0BAQCTH, MPOMEXKHOCTH 20Tp
MauneHr 1. 2 mec Myx. SISl 6eAp_o, MPOMEXHOCTM 7 MPeAHM30AOH, MPOMAHOAOA | pes S 72
M ArOAMYHOM 0BAQCTM 3.6p
BokoBas MOBEPXHOCTb FPYAHOM CTEHKM,
[PEAHM30AOH, AHAMPUAMH, 1 kypc: COA
MaumeHr B. 1 mec XeH. PACNPOCTPAHEHNE HO AUACOPArMY, 8 BUHKOMCTUH 81 5

NPABYIO MAEBPAAbHYIO MOAOCTb

Tepanus. Bo3pacT neTeit Ha MOMEHT Ma-
Hudecraruu CKM cocrasui ot 3 Henenb
1o 6 mecsites, Mmeauana — 2,3 mecsa.
Jlokanu3arysi reMaHrHoM ObLIa pa3iiny-
HOI: OOKOBas TOBEPXHOCTH TYJIOBHUINIA,
KOHEYHOCTH, SITOJYHas 00J1acTh, IPO-
MEXKHOCTE (mabn. 1).

Tayuenmy 111, 6 Mecs1ieB, B Kade-
CTBE Tepaluu MepBOi JIMHUU ITPOBO-
JIAIIOCH JICYEHHUE HECEIEKTHBHBIM Oe-
Ta-aJJpeHO0JI0KaTOPOM (ITPOIPAHOIION),
Ha (hoHe KOTOpPOro ObLT 3a(HKCHPOBAH
poct pa3MepoB oOpa3oBanus. B kaue-
CTBE BTOpOro 3Tamna pebeHky Oblia
BBITIOJIHEHA AMOO0IM3anus TeMaHT U-
OMBI criupaibio JKnanTypko, onHaKo
MTOJIOKUTENILHOM JUHAMHUKHU B BHE
HOpPMaJIN3alli{ YPOBHS TPOMOOIUTOB,
YMEHBIICHHUS pa3MEpPOB COCYIUCTOTO
00pa30BaHUs JOCTUTHYTO HE OBLIIO.

3a neproz CUCTEMHOTO JISYSHUSI TTPO-
HIaHOJIOJIOM HOBOPOXK/ICHHOM MallieHTKH
A. ObLI0 3a()UKCHPOBAHO yBEINYCHUE
pasmepa KI'D msrkux TkaHeii ieBoro Oe-
Jpa, ATOMYHON 00JIaCTH U IPOMEKHOCTH.

VYV nayuenma Il. 2 MecsiuHOTO BO3-
pacta ¢ KI'D MArkux TkaHeil mpaBoro
Oempa, IPOMEKHOCTHU U ATOAHYHON 00-
JacTy Ha (poHEe Tepanuy ropMOHAMHU
Y HECEJICKTUBHBIM OeTa-aipeHo0I0Ka-
TOpOM ObLiIa OTMEYEHA HOPMAJIN3AIUs
YPOBHS TPOMOOLIMTOB, TEM HE MEHEE
pa3Mep reMaHTHOMBI He IpeTepIesn
KaKHX-TH00 N3MEHEHHH.

Tayuenmxa B., 1 mecsina, B nepuos
(hapMaKoJIOrHIecKOi Teparny Moy ynia
Han0OoJiee HHTEHCHBHOE JICYEHHE: B CXe-
My CUCTEMHOM Teparuu JeBOYKH BXO-
JIVJTH TaKHe JIEKapCTBEHHBIE TIPENapaThl,
KakK ITPEHU30JI0H, aHAIIPUIIMH, BUHKPU-
ctuH. Ha ¢oHe nedenus coxpaHsiach
JUTHTEITbHAS TPOMOOLIUTOIICHHS TSKEIION
CTEIeHH, TPeOyIomIas perysipHoOH 3ame-
CTUTEIIBHON Teparuy FeMOKOMIIOHEHTOM.

PucyHok 1. KOMMbIOTEPHAS TOMOTPAdOUI C KOHTPACTHBIM YCUAEHUEM OPTAHOB FPYAHOM KAETKM,
OPIOLLHOM MOAOCTU NMaumeHTa L. 9 mecaues B AebioTe 3000AEBAHMS.

B kauectse salvage-Teparnuu nanpeHTaM 010 BEIOpaHo sry4eBoe jedenue. C nenso
MUHUMH3AUY OTAAJICHHBIX HEXKEIaTENbHbIX SIBICHUH CyMMapHas o4aroBas 103a
(COQ) 3a kypc we npesbimana 10 I'p. JIByM narpeHTam ObUIH BBITTOITHEHBI 1O OTHOMY
kypey JIT 8 COJL 3,6 I'p (pa3oBas ouarosas no3a [PO/] 1,2 I'p) u 8 I'p (POA 2 I'p)
cooTBeTCTBEeHHO. OTHOMY peOeHKY IoHa100mII0Ch 1Ba Kypca paauorepanin B COJJ
10Ip @ I'p [POL 2 I'p] u 6 I'p [PO/] 2 I'p]), onHOMY — TpH Kypca Tepanun B CO
20 I'p (4; 6; 10 I'p [POA 2 I'p]). uTepBan Mexxay KypcaMu COCTAaBHI 2—3 MecsLa.

B nenom 3a nepros HaOJIIOJACHHUS 3a MAMEHTAMH OTMEYaJICs TIOCTETIeHHBIH
perpecc KI'D ¢ HopMmanu3anuei ypoBHs TPOMOOITUTOB B KIMHUYECKOM aHaJIN3e
kpoBu. OtnaneHHble modbounsle 3¢ dexTs! JIT B BUe H0KaIbHON aTpoduu KOXH,
MOJKOKHO-)KMPOBON KJIETYaTKH, MBIIIL OIMUCAHBI Y OAHOrO MallU€HTa CIIYCTs
13 MecsaueB nuHaMuyeckoro HaOmoaeHusl. CTOUT OTMETHUTH, UTO HEXKeJlaTelb-
HBIE SIBJICHUSI BOBHUKIIN Y pebeHka, unciio Kypco JIT koToporo coctasmiio TpHu,
a makcumanbHas COJl nmpesbicuna 10 I'p.

IMonoxwurensHbli pe3ynsrar npuMenenns JIT B kauecTBe salvage-Tepanuu oT-
YETIUBO MPOCIEKUBAETCS Ha IPUMEPE KIMHUUECKOTO CIIydast I€UeHUsI MaJbunKa
¢ KI'D nepeanux rpyqHOM 1 OPIOIITHON CTEHOK, ACCOIMUPOBAHHON C (HEHOMEHOM
Kazabaxa—MeppurTa (puc. 1).

IMpu poxxnennn y pebenka Obla 0OHapyKeHa reMaHTnoMa B 00JIaCTH IepeIHIX
rpyaHoi u OpronrHoit cteHok. C 4 MecsieB MalIbYHK HOTydall Tepanuio Oeta-aape-
HoOOJIOKaTopaMu, Ha (POHE KOTOPOH pasMepsl 00pa30BaHUs IPONOIKAIIN YBEIHU-
YHBATHCS, a B 6 MecsIeB BIEpBbIe OblIa 3a(uKCHpoBaHa TPOMOOIUTOIIEHUS, TEM
caMbIM BbIsiBIeHa MaHHpecTanus cunapoma Kazabaxa—Meppurra. B 7 mecsiues
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PucyHok 2. KT ¢ KOHTPACTHBIM YCUAEHWEM OPraHOB FPYAHOM KAETKM, BPIOLLIHOM MOAOCTU MOCAE
NepBOro Kypca Ay4eBoM Tepanum naumeHta L.

PucyHok 3. AMHOMMKA YPOBHS TOOMBOLMTOB B KAMHUYECKOM AHAAM3E KPOBK NALMEHTA OT HAHAAQ

TEPAnuKM AO 3aBEPLLEHMS BTOPOrO KYpPCa Ay4EeBOM Teparnmm.

TAIMEHTY BBITIOIHEHA SMOON3aIis TeMaHTHOMBI CITUPAITBI0 JKHAHTYPKO, OTHAKO

a¢dexTa B BUIe perpecca reMaHI'HOMBI WJIH Pa3pelieHHsI TPOMOOLUTONIEHUH OT-
MeueHo He 0pu10. Ha MoMeHT noctyruienus manbanka B HMULL okonorun nMeHu

H.H. IletpoBa B Bo3pacte 9 MecsIeB aOCONIOTHOE YUCIO TPOMOOIIUTOR B KIIMHUYE-
CKOM aHaM3e KpoBH He mpeBbiiano 16 x 10° /1, ypoBens ¢ubpuHoreHa cocrasisut 1,0

/1. IIpy KITMHUYECKOM OCMOTPE B 00JIaCTH TIEPEIHUX I'PYAHOM 1 OPIOIIHON CTEHOK
BHU3yaJIU3UpOBalach KaBEpPHO3HAs reMaHruoma pasmepom 1o 10 cm. Ilo naHHBIM

HCCIIEIOBAHMSI, B MATKUX TKaHSX IIEpeAHEH OPIOIIHOM CTEHKH cIIpaBa ObLIO BBISB-
JIEHO TUTIEPIXOreHHOE 00pa30BaHKe HEOAHOPOIHOM CTPYKTYPBI C Pa3BETBICHHBIMU

COCy/IaMH, MaKCUMaJIBHBIM pazmepoM 110 10 cM u TommuHoi 110 34 MM (puc. 1).

Ha MexxaucunIuimHapHOM KOHCHIIMYME OBIJIO IPHHSATO PELICHNE O TPOBEICHUH
MAMeHTy B KadecTBe salvage-Tepanuu Hu3Kkon03HoH JIT Ha 06s1acTh reMaHTHOMBI
B COI 4 I'p (POA 1 I'p). ITocne 3aBepiicHUs JCUCHHUS OTMEUCHBI IIOCTETICHHBIA POCT
YPOBHS TPOMOOIIMTOB B KIIMHUYECKOM aHAJIHN3€ KPOBU M YMEHBILICHHE Pa3MEPOB
oOpasoBanus. [lo ganHEIM KOHTpOIBHOTO 00CenoBanus (KT) cimycts 2 mecsna
nocite nepsoro kypca JIT, y peGenka 3aduKkcnpoBaHa TEHACHINS K yMEHBIICHUIO
pa3mepoB reMaHruomsl (puc. 2). Ha pucynke 3 npeacraBieHa fMHAMUKA YPOBHS
TPOMOOLIMTOB B KIMHMYECKOM aHAJIM3€ KPOBU. YUUTHIBAs MOJIOXKHUTEIBHBIE pe-

3yJIBTaThl pagloTEepaniy, B BO3pacTe
11 mecs1eB MaIBYUKY OBLIT IPOBENICH
BTOpO# Kypc Hu3kono3Hoil JIT no COJJ
6 I'p (PO/] 2 I'p). Ha MmomeHT nociexnne-
r'0 OCMOTpa MaleHTa yepe3 27 Mecs1eB
OT HayaJla Tepanuu abCOIIOTHOE YHUCIIO
TpoMOOIIMTOB pebeHKa ObLIOo B Ipese-
nax peepeHCHBIX 3HaueHuH (225 X
10°/n). TTo nanubiM Y3U MTKuX TKaHEH
nepeHelt OpIOIIHON CTEHKH M OpPraHOB
OpIOIIHO MOJOCTH, OTMEUEH JaJIbHEH-
MHH perpecc 00pa3oBaHusl.

Oobcy:knenue

Knaccrnueckas xamommpopmHas
reMaHTHO3HJ0TEINOMA MTPECTABIISET
coboii Oonpryo (boee 5 cM) KpacHO-
MYyPIYPHYIO OIYXOJIb C HEUETKUMH
KOHTYpaMH, IIepUONYECKON TEeH ICH-
e K HarpyOaHHIO U TPUCOEANHEHHIO
6oneBoro cuHIpomMa. OCOOCHHOCTHIO
ee SBJISIETCSl BO3SMOKHOCTH CIIOHTaH-
HOH yacTU4HOM perpeccun. [lonnas xe
perpeccus BcTpedaeTcs KpaiHe peiko.
XapakrepHbIMHU JIokanu3zanuamu KI'D
MOTYT OBITH OOKOBasi TIOBEPXHOCTH IIICH,
KOHEYHOCTH, TYJIOBHILE, 00JIACTH 1OJ-
MBIIIEYHOH BIIaINHEIL, Taxa. B muTepa-
Type OTCYTCTBYIOT KaKne-TH00 TaHHbIE
IO TTOJIOBOMY HUIM STHHYECKOMY IpH-
opurety nauuentoB ¢ KI'D, ynomuna-
HUS O CEMEHHBIX CIIyHasX, JIeXKaInx
B OCHOBE I'€HETUYECKHX MYTALHil.

I'mranrckas anruoma Obuia BriepBbIe
onucaHa B koHle 1980-x rogos. B Ha-
CTOsIIIee BPeMsI IPHHSTO CYUTATH, YTO
T'A u KI'D siBasitoTcst cOCy1IUCTBIMU
OITYXOJISIMU CO CXO)KMM MOTEHIIHAJIOM
st penomena Kazabaxa—Meppurra —
PEIKOro KIMHUKO-1a00paTOPHOTO CO-
CTOSIHHSI, XapaKTepH3YIOIerocs Iiay6o-
KOH TPOMOOIMTOIICHNEH, KOaryJIonaTu-
el noTpebieHns1, BKIIOYaloIel B ceds
runo(uOPHMHOT €HEMHIO, POCT YPOBHS
D-numepoB 1 mponyKToB pacnajia ¢hu-
OpuHorena. ['eHe3 koarynonaTuu mo-
TpeOJIeHNns IBIISIETCS, BEPOSTHEE BCETO,
BTOPHYHBIM, CBS3aHHBIM C 3aXBaTOM
TPOMOOIIMTOB aHOMAJIEHBIM IIpoiHe-
PUPYIOLUIUM dHAOTEIUEM OIyXonH [1].

CKM — noTeH1uanbHO yrpoxaromiee
JKU3HU COCTOSHUE, XapaKTEePU3YIOIIEeecs
BBICOKOH JIETaIbHOCTEIO (He MeHee 30 %),
CBSI3aHHOM KaK C reMOpparn4eckuMH oc-
JIO>)KHEHHUSIMH, TaK U C HHBA3UBHBIM PO-
CTOM OITYXOJIH M C/IaBJICHHEM KH3HEHHO-
B&KHBIX CTPYKTYD. JIleueHne reManruom,
ocnoxHeHHbIX CKM, BKIIIOUaeT B IEPBYIO
OYepesb JICYCHHE COCYIUCTOro 00paso-
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BaHUS U TE€PAIUIO XKHU3HEYTPOXKAIOLINX cOCTOsAHUIL. Pa3BuTue
CHH/IPOMA KOPPEJNUPYET C TAKUMHU (haKTOPaMH pHCKa, KaK IITy-
OuHa MHQUIBTpanuy, TUamMeTp oOpazoBaHus 5—8 cM u Ooiee,
TIOpa’kKeHUE CPEAOCTEHHSI MM 3a0PIOIIMHHOTO IIPOCTPAHCTBA.
[NonHOE XMpPYypriyYecKkoe NCCeYEHUE SBISETCS METOIOM BBIOOpa
IIPY HEOOJIBIINX JIOKAJTN30BAaHHBIX (hOpMax, OMHAKO B CBSI3H
¢ MHOUIBTPaTHBHBIM POCTOM M Pa3BHBAIOIIEHCS KoaryonaTiei
HOTpeOIeHNS ONepaLys PeKo ABISETCS BO3MOXKHON. PasmuHble
METO/IBI JISUEHH S TTALIUEHTOB ¢ heHOMeHOM Kazabaxa—Meppurra
OIKCaHbl B MUPOBOH JINTEPATYPE, TEM HE MEHEE HA CETOHALIHUM
JIeHb MOAXOJ K TepaNuH Yallle BCEro 0CTAeTCs UHAUBHUYaIbHbIM
1 6a3upyeTcst Ha KIIMHUYECKOM OIIBITE YUPEeX ICHUS [3].

B oxTs6pe 2011 roga B MeauIMHCKOM KOJUTEIDKe TaTa Bu-
ckoHcuH (1. Munyoku, CIIIA) cocrosinack BcTpeda 3KCIepToB,
LIENBIO0 KOTOPOH Oblia pa3paboTKa CTaHIapTOB TEPAIUH MEPBOH
smHuu KI'3. TIpy BO3MOXKHOCTHU paJUKaIbHOTO UCCEUCHH S KOILIE-
THaNbHO OblIa OTMEUEHA aKTYaIbHOCTh XUPYPrUUYEcKOi PE3EKIUH.
B cnyuasx KI'3, cszannoii ¢ CKM, B kauecTBe Tepanuu NepBoil
JIMHUY OBUIO PEKOMEHIOBAHO MCTIONb30BAHNE INTOCTATHIECKOTO
npenapara BAHKPUCTUH B J103¢ 0,05 MI/KT B pexKUME e:KEHECITb-
HOTO BBEICHUS 1 IEPOPAITBHBII IPUEM TIIIOKOKOPTUKOCTEPOU A
IIPEHU30JI0HA B JI03€ 2 MIV/KT B JIeHb. B KadecTBe ajbTepHaTHB-
HOT'O peXMMa MIPUHAITO BO3MOXKHBIM €KEHENEIbHOE BHY TPHBEH-
HOE BBEAECHHE KOPTUKOCTEPOUAa METUIIIPEIHHU30JI0HA B 103€
1,6 MI/KT B 1eHb. ABTOpaMu ObliIa OTMEUYEHa SKBHBAJICHTHOCTh
HEPOPaNBHOTo PUEMA IPEAHU30JI0HA ¥ BHY TPUBEHHOTO BBEJICHHS
MeTHJINpeHu30I0Ha. [Ipeanonaraemas MpogoIKHUTENBHOCTD
Tepanuu BUHKPUCTUHOM OIpeeNsinach NIepeHOCUMON TOKCHY-
HOCTBI0, cOCTaBJIsis B cpeanem 2024 nenen [3].

B 2013 roay MexIUCUHUIUIMHAPHON IpyNIoi sKcnep-
tToB CeBepHOW AMepUKH OBLIN pa3paboTaHbl OCHOBaHHBIC
Ha KOHCEHCYCE IPaKTHYECKNE CTaHAaPThI Tepaniy OOIBHBIX
¢ KI'3. Dkcniepramu Obli1a peKOMEHI0BaHa CXeMa UCII0Jb30-
BAaHUS CHCTEMHBIX INTIOKOKOPTHUKOCTEPOUIOB U €5KEHEIENb-
HOTO BBE/ICHHSI BUHKPHUCTHHA B KAUECTBE CTaHAApTa JIEUECHUS
KI'D, coueratomieiicst c cuaapomom Kazabaxa—Meppurra.
B T0 xe Bpems 0110 TpoBeneHo uccienoanue 11 dass
110 olleHKe Oe3omacHOCTH U 3P (PEeKTUBHOCTH Ipenapara
TPyNITBl UMMYHOJEIIPECCAHTOB (CUPOJINMYC) B TEpalluu
6oapHBIX ¢ KI'DO ¢ CKM: y 100 % nanuenTtos (10 genoBek)
OBLIT TOCTUTHYT YaCTUYHBII OTBET B BH/IC YMEHBIICHHS Pa3-
MEpOB I'eMaHTHOMBI C OBICTPBIM pa3penieHueM (peHOMEeHa
Kazabaxa—Meppurra. [IpuanmMas Bo BHUMaHHE OoJiee HU3-
KYIO 4YaCTOTY Pa3BUTHI HEXKEJIATEIbHBIX SIBJICHUN Ha OHE
Tepanuu 1o CXeMe KCUPOIUMYC + FITIOKOKOPTUKOUIBI»,
10 CPaBHEHHUIO C PaHEe CyILeCTBOBaBUIEH cXeMoil Tepa-
MUY «BUHKPUCTHUH + ITIOKOKOPTUKOUIBI», BOZMOXKHOCTD
NepopaIbHOro NpUeMa JIEKaPCTBEHHBIX CPEICTB, MHOTHE
LIEHTPBI IPUHSIIM CXEMY C UCIOJIB30BAaHUEM CUPOIUMYCa
B KayecTBe (hapMaKoIOrHIeCKOi Tepanuy NepBoi JIMHUH [3].

EBpomneiickoil Tpynmoil ucclieoBaTeae ObIINA OMH-
CaHbl YCHEIIHbIE Pe3yJIbTAThl IPUMEHEHU S BUHKPUCTHHA
B KOMOMHAIIMK C HHI'UOUTOpaMU arperauy TpOMOOLIUTOB
ACHUPHHOM U TUKJIONUJUHOM B JICYEHUH COCYJUCTHIX OITy-
xoieit ¢ penomenom Kazabaxa—Meppurra. [IpencraBieHHbIH
PEKUM Tepalyy 1aeT BO3MOXXHOCTD H30€KaTh IPUMEHEHHU S
TOPMOHAJIBHBIX MIPENapaToB, OAHAKO NIPUMEHEHHUE aCIIUpU-
Ha y AeTel CBA3aHO C MOTEHIHMAIbHBIM PUCKOM Pa3BUTHS
cunapoma Pesi, uto orpannuuBaeT ero npuMenenue [3].

JIUTeNbHOCTh CHCTEMHON Teparuy JUKTYETCS! CKOPO-
cthto paspemieHus CKM. TenneHnus k pocTy ypoBHS TPOM-
OOLMTOB MOXKET OBITH OTMEYEHA CIYCTS] HECKOJIBKO JTHEH
OT HavaJsa (papMaKoIOTHIECKON Tepaliy CO 3HAUNTEIIbHON
MTOJIOKUTEIFHON TMHAMUKOW B OTHOLIEHNUHU KOAr'yJIONaTHH
Ha MPOTSKEHUN HECKOIBKUX HEIEIb.

SInOHCKMMM HCCIIeI0BaTEIsIMU OITyOJIMKOBaHa pabora,
B KOTOpPOH onucaHa Tepanus cemu nanueHToB ¢ KI'D u TA
¢ pernomenom Kazabaxa—Meppurta ¢ 1970 mo 1994 rox. Co-
OTHOIIICHNE MaJIbYMKOB U JIEBOUEK cOCTaBHIIO 4:3, Meanana
BO3pacTta 00JbHBIX cocTaBuia 1 mecsn. Jlokanuzanus re-
MaHTHOM ObLiIa pa3InyHON: KOHEYHOCTH, HaAKITIOUMYHAs,
ToAMBIIIeYHast 00J1acTH, cnruHa. McxonHoe KoInuecTBO
TpoMGouuToB 6610 MeHee 40 x 10°/71. [lepuon HabIIOAC-
Hus cocTaBuna 257 mecanes. Tepanus nanuertos ¢ CKM
Oblla MHAMBHUAYAJIM3UPOBaHa B 3aBUCIMOCTH OT pasMepa
U JIOKaJIM3ali 00pa3oBaHMsl, BO3pPACTa U OOIIEro COCTOSHUS
GonbHOT0. BeeM nieTsim Obliia mpoBeeHa JTydeBast Teparnus,
MIATEPHIM — IT0ciIe Hed(P(HEKTUBHOCTH CHCTEMHOTO JICUCHU S
TIIOKOKOpTUKOCcTepongaMu. CymMMapHasl o4aroBasi 103a
coctasuina 8—10 I'p (POJ] 1 I'p). Tpoe GONBHBIX MOTYUNITH
OJMH KypC paJuoTEpaIiny, OCTaJIbHBIM MAI[UEHTAM B CBSI3U
C Pa3BUTHEM PEIUANBOB TPOMOOLIMTOIICHUH TSDKEIION CTEIIeHU
MOTPeOOBATIOCH HECKOIBKO KYPCOB (TpO€ JeTEeH MOy YHIH
JIBa Kypca TepaIruu ¢ UHTepBajoM 1-3 Mecsna, onuH — TpU
Kypca JyueBoii Tepanun). Hu y omHoro pedenka He ObLI0 3a-
(MKCUPOBAHO MTPU3HAKOB PEMINBA 3200JICBAHUS 32 IEPUOJT
HaOJoIeHNs. ABTOpaMH ObLII TOAYEPKHYT YCIEX TPOBECHHS
panuoTepanuu B KadecTse salvage-repanuu B sieuennn KI'D
uI'A, acconnupyembix ¢ peHomeHoM Kazabaxa—Meppurra [2].

B cratbe Opuranckux koier E. Leong u S. Bydder (2009)
COO0OIIIEHO O TBYX HOBOPOXKACHHBIX ¢ (peHOMeHOM Kazabaxa—
MeppuTtta, peMuccHs 3a00JeBaHNs KOTOPBIX Obla JOCTHT-
HyTa IyTeM MPOBEACHUS Ty4eBol Tepanuu [4]. Y nepsoro
pebeHKa mpu pokJieHnH Oblila 0OHapy>KeHa reMaHTrnoMa
OOKOBOH MOBEPXHOCTH TYJIOBHILA, IIOTBEPIKACHHAS BU3Y-
aJMU3MPYIOIMMH METOJIaMU UcclieioBaHus. M3HavanbpHoe
YHCIIO TPOMOOLIMTOB HOBOPOJKACHHOTO cocTaBmIo 90 x 10%/1,
OJTHAKO K 3-My JTHIO OHO CTPEMHTEIBHO CHU3UIIOCH A0 21 X
10°/n. Ha (oHe Tepanuu npeJHU30I0HOM ObLT 3a)HKCHPOBAH
pOCT ypOBHS TPOMOOLIUTOB 10 54 X 10°%/11, 1 peGeHOK ObLI
BhINTKCaH 10MOi. Ha ¢)oHe ropMOHaIBHOTO JIeYeH s OTMEUCH
MIOJIHBIH perpecc reMaHrMoMBl, OTHAKO 1oclie Ha 24-11 1eHb
10cJie OTMEHBI OBIIIN AMATHOCTHPOBAHBI CTPEMUTEIBHBIN
pocT 00pa3oBaHus, BEIpakeHHas TpoMOouToneHus (5 x
10%/m), anemus 11 crenenu (82 r/m). [To faHHBIM KOMITBIOTEPHOM
ToMorpaduu ObLIO BBISIBIEHO 00pa30BaHME, IPOTSHYBIIEECS
OT Kpast peOepHOH IyTru A0 rpeOHs MOAB3JOMIHON KOCTH
U pacIpocTpaHsomieecs B 3a0pIOIIMHHOE TPOCTpaHcTBO. He-
CMOTPSI Ha TO YTO MAIMEHTY ObUIN BO30OHOBJICHBI TIIIOKOKOP-
THUKOCTEPOMIHAS, 3aMECTUTEIIbHAS TEPaItsl, THUIIMNPOBaHa
HMMYHOTEpanus a-nHTepPEepoOHOM, YPOBHHU IeMorio0nHa
W TPOMOOLIMTOB MPOJIOJIKAIN CHUXKATHCS, YMEHBIICHUS
pa3MepoB COCyIUCTOro 0Opa3zoBaHus He ObLIO. B kauecTBe
salvage-tepanuu peOeHKy Oblia TpoBeIeHa JIydeBas Teparus
B CO/I 10 I'p (PO 2 I'p), mocye gero 10 56-ro IHs MaueHT
roJiy4aj 3aMecTUTeIbHYI0 Tepanuio. K 71-my gHIo Oblia
BBITNIOJIHEHA [TOCTENEHHAs PeNYKIUs 036l IIPEIHU30JIOHA.
B teuenue cnenyromux 3 MecseB KOJIMYeCTBO TPOMOOLINTOB
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IIOCTETICHHO YBEJINYNBaJIOCh; IIPEIHU30JI0H, O-HHTEP(EPOH
OBLIM OTMEHEHBI, IPU 3TOM PEIMIMBA KOATryJIONaTHH HE Ha-
crynuio. [Ipu KoHTposIEHOM 00cien0BaHNM peOeHKa B BO3-
pacre 10 mecseB o nanabiM KT ObLT 0OTMEUEH nanpHEH N
perpecc reMaHruomMsl. B pabore omnvcaH elMHCTBEHHBIN
mo3aHuH 3¢ (deKT JryueBoil Tepanuu, OTMEUCHHEIH Ooee
4yeM uepes 8 JeT Mocie JeUeHUs: — yMepeHHas TUIoIa3us
MSTKHX TKaHEe! CIIUHBI clieBa [4].

BropsIM nannueHToM OBl MaJIBYHK, POAUBIIMICS B CPOK
IyTeM KecapeBa cedeHus. Ynucino TpoMOouToB B 1-i IeHb
ero xu3Hu coctaBuio 18 x 10°1. [lo raHHBIM JTy4eBOi 1ua-
THOCTHKH OBLIO BBISIBIIEHO 00pa3oBaHUE MATKUX TKaHEH
SMHUTracTpaJIbHON 00JacTH 110 4 CM, pacpocTpaHsoIee-
Csl Ha YPEBHBIH CTBOJI, BEPXHIOIO OPBIKECUHYIO apTEepHIo,
MOKETyTOYHY 0 KeJie3y. PeOeHKy Obliia MHUIIMHpPOBa-
Ha TOPMOHaJIbHasl, IMMYHHas, 3aMECTUTEJIbHAsI TePaIHnsL.
Ha 17-ii neHs ObI1 BBIIOJTHEH XMPY prudecKuii aTan B o0bemMe
JIanapoTOMUH, YaCTUYHOH pe3ekiuu oopazoBanus. [1o pe-
3yJIBTaTaM THCTOJIOTMYECKOT O UCCIIEIOBAHUS IIPOLECC OBLIT
Bepudumposan kak KI'3. [TociaeonepannoHHbId epros
COIPOBOXKAJICS IPOSIBIICHUSIMH KOAr'yJIONaTHH MOTpeOIeHusl,
pa3BUTUEM NI€YEHOYHON HEAOCTATOUYHOCTH, ACLIUTA, CETICHUCA.
B kauecrtBe salvage-tepanuu 6pu1a Betopana JIT 8 CO/J 10
I'p, npoBenennas ¢ 21-ro o 28-ii xuu xu3Hu pedenka. Ko-
JINYECTBO TPOMOOITUTOB MOCTETICHHO POCIIO, OJHAKO B CBS3H
C MEPUOINYECKUMU SIU30JaMH JTUXOPaAKU U HY TPUTUBHON
HEJI0CTaTOYHOCTHIO peOCHOK UINTEBHBIN EPHO OCTABAJICS
B cTanuoHape. Ha 83-i1 1eHb *U3HU B CBA3U C PA3BUTUEM
KJIIMHUKH OCTPOH KUILIEYHON HETTPOXOAMMOCTH MAJIBUYUK ObLI
MIOBTOPHO ITpoorneprpoBaH. MHTpaonepaioHHO 0OHapy KeH
NpaKTUUECKH MOJHBII perpecc reMaHr M03HA0TEINOMBL.
Ha mpoTsikeHnu UM TEIBHOT0 eproia HaOII0ICHHS 3a pe-
OeHKoM (5 JIeT) OTIaIeHHbIE ITOCIIEACTBHS JIyYeBOH TEpaIiy
y peOeHKa BBISBJICHBI He ObLH [4].

B pabote nccnenosareneit ynusepcurera rocnutains Oyn-
suraoka Cesa (r. Mokorama, SInoHus1) cOOGIIEHO 0 HaIHeHTe
¢ CKM, KOTOpBIH YCHEIIHO NPOIIEeN JIEUEHHUE C UCIIONIb30-
BaHMEM HHU3KOJ03HOH nydeBoil Tepanuu. CrycTs S-neTHUi
riepros] HaOoaeH ! 32 peOCHKOM KaKUX-TN00 OTAAJICHHBIX
mo0o4HBIX 3 dekToB He 0TMeueHO. HOBOpOXK ICHHBIH OBLIT
TOCTIUTAIIM3UPOBAH M0 IOBOJY TMIAHTCKON F€MaHT HOMBI KOXKU
neBoro 6ezpa. JlabopaTopHble TaHHBIE COOTBETCTBOBAJIH Kap-
THHE KOaryJaonatiuu norpedienus: Tpomoountsi— 12 x 10° /i;
D-numep — 25,6 ur/mn u ¢pudbpuHoren — 88 mr/mi. Ha done
Tepanuy IPeAHN30JI0HOM, TelIapUHOM, TpaHcy3nuil Tpom-
GoruTapHOro KOHIeHTpaTa 3G deKkra JOCTUTHYTO He OBLIO.
B kauectBe salvage-tepaniu pebeHKy Oblia mpoBeeHa HI3KO0-
no3Has JIT 8 COl 6 I'p, Ha TpeTuii JeHb KOTOPOM KOJTUUYECTBO
TPOMOOLIUTOB MalMeHTa yBeaundriaochk 10 50 x 10° /n. Tlocine
3aBepIICHHS Kypca paguoTepanuu Obl 3apuKkcupoBaH 3Ha-
YUTENbHBIN perpecc remanruoMsl. Ha 120-i1 nens Tepanus
MIPEIHU30JI0HOM ObLIa IIpeKpaeHa [5)].

AMepUKaHCKMMH YyYEHBIMU OIHUCAH CIy4ail yCHEeIHOro
JeueHus HoBopoxkaeHHoro nanuenTa ¢ KI'O. I'ecranuonnsiit
BO3pacT OOJIBHOT'O COCTABIISLI 33 HeJleNn, OLICHKa IO IIKaJjie
Anrap Ha 10-if MuHYyTe He npeBbInIaia 5 0antoB. MsArkue Tka-
HY TYJIOBHIIA, BEPXHUX KOHEYHOCTEH peOeHKa ObIIIM OTEYHEL,
KOXXHBIE ITOKPOBBI ILIEH U IIPABOT0 IJIeYa UMETH (GUOIICTOBYIO

OKpacKy. MarHuTHO-pe30HaHCHAs TOMOrpadus oKa3ana
nuddy3Hyro Maccy B IpaBoOi HaJKIFOYMYHOM 00IacTH ¢ pac-
MIPOCTPaHEHHEM Ha MSATKHE TKaHU rojoBsl. KapTuHa KpoBH
MaIMeHTa B 1e0r0Te 3a00IeBaHus ObLIa CIICIYOIIeH: TpoMOo-
el — 17 x 10° /1, ananunamunaoTpanchepasa (AJIT) — 114
ME/n; acmapratamuaoTtpancdepaza (ACT) — 1060 ME/m,
MOKa3aTeab MEXAYyHapOAHOI0 HOPMaJIM30BaHHOTO OTHO-
menust (MHO) — 5,2, u ypoBens ¢pudpuHorena — 100 mr/mi.
B pesynbrare rucToI0rHuecKoro UCCIe0BaHNs COCYAUCTOTO
oOpasoBanus 6bu1a Bepuguuuposana KI'D. [Tnan Tepanuun
HOBOPO>KICHHOT'0, BKJIIOYaBIIHI 3MOOIN3aNI0 BETBEH
IIPaBOH MOJKIIOYMYHON apTepuH, JEKaPCTBEHHOE JICUEHHUE
METHIIIPETHU30JIOHOM H IEKCAMETa30HOM, IPOITPAHOIIONOM,
okasascst Hed(p(heKTUBHBIM: YPOBEHb TPOMOOILMTOB MaIMEeH-
Ta MPO0JIKAJ CTPEMUTENBHO CHIKAaThes. B Bo3pacte 2,5
Mecsila pedeHKy Oblla HHAYIMPOBaHa HU3KO/I03HAS JUCTaH-
nuoHHas nydesas Tepanus B COJ 6 I'p. Cnycts 2 Henenu
OBLIIM OTMEUECHBI 3HAYNTENBHBINA IPUPOCT YHCIIa TPOMOOIIUTOB
(mo 195 x 10°/m), Hopmanuzanus MHO, cHIKEHHE TpaHCAMH-
Ha3 (AJIT 95 ME/n; ACT 96 ME/n). B Bo3pacte 33 mecsies
KI'D mpakTH4ecku MOJIHOCTBIO perpeccupoBaiia, OCTaBUB
HE3HAYHUTEIBHBIA KOCMETHYCCKHH Ne(eKT [6].

BruiBoabl

OnTUMaNBHEBIN TOAXOM K JICYCHUIO KaTIOMH(POPMHOM
TE€MaHTHO3HI0TEIHOMbI U TUTAHTCKOW aHTHOMBI, aCCOLUUPY-
embIxX ¢ heHOMeHOM Kazabaxa—MeppuTTa, Ha CETOMHSAIIHAN
JICHb OCTACTCs IPEAMETOM CIOPOB.

Huskono3nas nyueBas Tepanus siBIsSE€TCA KJIOYEBBIM
3BEHOM B JICUCHHUU KHU3HEYTPOXKAIOIUX COCTOSHUH, pa3-
puBaromuxca npu CKM, TeM caMbIM SIBISASICH METOJIOM
salvage-Tepanuu JeTeil CO CTOMb PEAKUM ITATOJIOTHYCCKUM
COCYIUCTBIM cocTostHUEM. C IeNIbl0 MUHUMHU3ALNU PUCKa
MMO3HUX HEKEIATeIbHBIX 3((EKTOB paJHOTEPAINH, PEKO-
Menayemas CO/l e nomxHa npesbimats 10 I'p.

Pe3ucTeHTHOCT TeMaHTHOM K (DapMaKOJIOrHYEeCKOM Tepa-
U SIBJISIETCS IOMOJIHUTEIBHBIM ITOKa3aHUEM K IPOBEIEHUIO
HU3KOA03HOW TyUeBOU TEpanuH.

Jonrocpounoe HabII0I€HUE 32 MTALlMEHTaMHU UMEET pe-
Iakollee 3HaUeHue 115 MOJTHOM OLEHKU PUCKOB Pa3BUTHUS
BO3MOXHBIX OTAAJICHHBIX HEXKeNaTeIbHbIX SBJICHUI.
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