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N PE3IOME

[NceBpoonyxonM — pepkoe OCNOXHeHME npu remodu-
nmu, BcTpedatoweecs B 1 —2% cnydaes. [lyckoBbiM Me-
XAHM3MOM PA3BUTMS NCEBAOOMYXONM ABASETCS TEMATOMQ,
KOTOpaAs NPW OTCYTCTBMM UK HEQOCTATOYHOM rEMOCTATH-
4ECKOM TepanMmn MOXeT TPAHCHOPMUPOBATLCS B NMCEBAO-
onyxonb. [lceBgoonyxonu nocteneHHo yBenn4YMBAIOTCS B
pPa3Mepax, Bbi3blIBAS PA3PYLUEHWE MPUAEXALLUX OPraHOB
M TKaHEeM, CAABNMBAS COCYAUCTO-HepBHbIE Ny4ku. Hanbo-
nee TAXENbIMU OCNOXHEHUSIMMU NCEBROOMYXOINMU SBASIOTCS
NATONOrMYECKMIA NEPESIOM NMPUNEXALIMX KOCTeH, ee MH-
bMUMpPOBAHME, COMONPOU3BONBHOE BCKPLITUE U KPOBOTE-
yeHue. HacTo NceBAOOMYXONM NMYTAIOT CO 3N10KAYECTBEH-
HbIMW HOBOOBPA3OBAHMSIMM, YTO MPUBOAMT K OWIMOKAM B
QnropuMtMax obcnefoBaHMS M neveHus BoNbHBIX C remo-
bununen n ncespoonyxonsmu. [lostomy npepcrapnsiercs
MHTEPECHbIM KIIMHUYECKMM CIYUYOM NEeYEHUS TUraHTCKMX
NCEBAOOMNYXONEN MHOXECTBEHHOM NOKANM3auMM y 6onb-
HOTO C UHTMBUTOPHOM POpPMOIt remobunum.
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BN ABSTRACT

Pseudotumors are rare complication in hemophilia patients,
occurring in 1—2% of cases. The triggering mechanism
of pseudotumor development is hematoma, which can
transform into pseudotumor when the treatment is differed
or not full. The most severe complication of pseudotumor are
destruction of underlying tissues, infection and spontaneous
dissection of the pseudotumor and the development of
uncontrolled bleeding. Often pseudotumors are confused
with malignant neoplasms, which leads to errors in the
algorithms of examination and treatment of patients with
hemophilia and pseudotumors. Therefore, the clinical case
of treatment of giant pseudotumors of multiple localization
at patient with an inhibitory form of hemophilia seems to be
of interest.
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Beenenune

Ilepsoe omnucanume nceBaoomyxonau y OGOJIBHOrO remo-
¢dbunmeit 6b110 cpenano B 1918 r. [1]. B nacrosmee Bpe-
ms B aureparype HacuurbiBaercs okoso 200 onucanuii
ciaydaes remodUINUECKUX TCeBAOOMyXoeil. B nocnen-
Hue rofbl, 6Jaroapsi BO3MOKHOCTSM IeéMOCTATUYeCKON
Tepanuu, MCEeBAOONYX0JAU BCTPEUYATCs y OOJbHBIX Te-
moduaneir Bcero B 1—2% cayuaes [2—6]. Ilyckoseim
MEXaHU3MOM Pa3BUTHS IICEBAOOILYXOJIH SIBJISIETCS Te€Ma-
TOMa, BOBHUKAIAas TMbO CIOHTAaHHO, 1100 B pedyJibTa-
Te TpaBMmbl. B ciyuasnx, korpa remocrarnveckas repanus
He MPOBOAUTCS AUOO OHA HeaJeKBaTHA, FEMATOMAa MOKET
tpancopmuposatscs B ncespoonyxons [2, 7). [cesno-
OILyXOJIM IOCTENEHHO YBEJAWYUBAIOTCS B Pasdmepax, Bbl-
3bIBasi paspylleHMe IMPUJIEKAIMX OPraHOB M TKAaHEH,
caaBauBasl cocyaucro-uepsHble myuku [2, 3, 7]. Haubo-
Jlee TSOKEJBIMU OCJIOKHEHUSIMH ICEBAOOILYXOJIH SIBJIsA-
I0TCSI MATOJIOTMYECKHUI IMEPEeJoM MPUJIEKAIMX KOCTeH,
ee nHpULIIMPOBAHUE, CAMONPOU3BOJIbHOE BCKPBITHE, YTO
MOJKET CONPOBOY/AThCSI HEKOHTPOJIUPYEMBIM KPOBOTE-
YyeHueM, 0CobeHHO y GOBHBIX ¢ MHrMOUTOPHOH opmoii
remoduaun [2, 8—11].

Jlokanusanusa ncesgoonyxoseil Mo>keT OBITH pasHO-
obpasnoit. B nerckom Bospacre y GoubHbIX remoduineit
BOBHMKAIOT IICEBAOOIYXOJIM TaK Ha3bIBAEMOIO JAETCKOIO
THUMA, AJIS KOTOPOrO XapaKTePHbI BHYTPUKOCTHAS JIO-
KaJusauMsl TCEBJOOMYXOIu B 0OOraTo BacKyJspU3UPO-
BaHHBIX U IOJBEP>KEHHBIX MOCTOSHHOM TPaBMAaTU3ALMU
30HAX POCTa MBIIIEJKOB Oenpa, HajAKOJEHHUKE, MATOY-
HOU KOCTH, dpasaHrax Nasbles, JOKTeBoM oTpocTke. [ls
nocTnybepTaTHOrO NEepHOAa XapaKTepHO pas3BUTHE
HCEeBAOONYyXoJell B 06/1aCTH MOJB3OLIHO-TOSICHUYHON
MBIIIIB, B 3a0pIOLIMHHOM MPOCTPAHCTBE, B obsactu
4eTBHIPEeXIJIABON MBIl U MPUBOASILIUX MBI Oeapa,
MKPOHO>XHOM MBILIIBI M ABYIJIABOM MBILILBI reda [7,
8]. BayrpukocTHblE NCEBHOOILyXOaM aHEBpU3MATHUE-
CKOro THHa M CyOneproCTaJbHOrO THNA YACTO ILyTAIOT
CO 3JI0Ka4eCTBEHHBIMU HOBOOOPA30BaHUSIMU.
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[lpencraBasem knuHMYecKoe HAOIIOAEHNE, TOCBSIEH-
HOE JIeYeHUI0 TMTaHTCKUX MCEBA0OILYy X0l MHOYeCTBEH-
HOH JIOKanu3auuu y 6oJabHOro ¢ MHrubuTopHoi dhopmoit
remoduauu.

KJII/IHI/IquKoe Ha6JIIO]IeHI/Ie

Boasnoit A., 17 ner, nocrosuno nposxusaer B Kuprusun.
IlepBble nposiBieHns reMoUINN OTMEYEHBI B MJIaleHIe-
CTB€, KOTAa MOSIBUJIMCh MHOYKECTBEHHBIE T€MATOMBI MSIT-
KUX TKaHel JINLA, B AajbHeHIIemM OOJIbHOr0 OeCroKonIn
4acTble KPOBOM3JMSIHUS B KOJIEHHBIE, TOJEHOCTOIHBIE,
JIOKTEBBIE CyCTAaBbl, J€CHEBbIE U HOCOBblE KPOBOTEUYEHMUSI.
B nerckom Bospacre Gbina auarHocruposana remodu-
ausa A. Ilpodunakruveckyo reMocTaTHUECKY 10 TEPATIUIO
GonbHON He mosyuas. I'emocTarnueckyto Tepanuio mpo-
BOJMJIM TOJIBKO MO (paKTy KPOBOTEYEHHUS B HEJOCTATOY-
HOM KoJMuecTBe, BBUAY AedunuTa npenapartos ¢pakTo-
POB CBEPTBIBAHUS 110 MECTY MOCTOSIHHOTO MPO>KMUBAHUS
6oabHOTO.

Oxouo 5 ser Hasan y GOJBHOrO MOSBUJINCH OILyXOJI€-
BUAHBIE OOpa3oBaHus B 00JACTH NMPAaBOrO JIOKTEBOTO CY-
cTaBa U MO HAPY>KHOM MOBEPXHOCTU NPaBOM CTOILI, KOTO-
pble MOCTENEHHO yBEJIMYMBAJINUCL B 00beMe. YXy/lIeHne
cocrostuust oH otmertua ¢ susapst 2015 r., xorga obpaso-
BaHMSI CTAJIU PE3KO yBEJUYUBATLCSl B 00beme, 0COOEHHO B
obnactu npasoro gokresoro cycrasa. C quarnocruueckoi
LIeJIbI0 TI0 MECTY >KUTENbCTBA Ha (POHE reMOCTaTUYeCKOM
tepanuu konuenrparom daxropa VIII (FVIII) 6s1a Boi-
HOJIHEHA Iy HKIUsI 00pa3oBaHus B 00JIaCTH JIOKTEBOTO CY-
craBa. [locse mynknun obpasoBanue crano karactpodu-
4eCKHU yBeJNYNBAThCS B pasmepe.

Peskoe yxyameHue cocTOsSsHMS NPOM3OLIIO B MIOHE
2015 r., xorma B 06saCTM MPABOrO JOKTEBOIO CYCTaBa
00pasoBaJNCh CBUILM, COMPOBOYKABIINECS MAaCCUBHBIM
kposoreuenunem. [IpoBogunaces Tepanus koHueHTpaTom
FVIII B nepocraTounbix mosax, remoctaTudeckuii ad-
dexr gocturnyrt He 6bu1. [lo mecry skurenbcrsa 60s1b-
HOMY MO >KHU3HEHHBIM MOKa3aHUSM IJIAHUPOBAJIU BbI-
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MOJHUTL aMILyTallUI0 NPaBO¥ BepXHEW KOHEYHOCTH U
amnyTalnuio NpaBoii CTOIEI.

B asrycre 2015 r. on 6bu1 rocnuranusuposan 8 OI'BY
«HMUII remaronorur» B OTHe/€HHE PEKOHCTPYKTHB-
HO-BOCCTAHOBHUTEJbHOW OpPTONEAUU sl OOJBHBIX T[eMO-
dbunueii. [Ipu nocrynaenun 6oabHOM GbLT Pe3Kko UCTOLIEH
(ungexc maccel tena 15,5), umenach riay6Gokas anemwus
(xonuentpanus remornobuna 60 r/n). B obnactu npasoro
JIOKTEBOTO CyCTaBa Oblla TMTaHTCKasi HANPSIYKEHHAs! MCEB-
IOOILYXOJIb, C IIEPEXOLOM Ha ILJIEYO U IPEeIlIedbe, C MHOMXKe-
CTBEHHBIMU OOIIMPHBIMU HEKPO3aMU U TPOIOJIYKABIIMMCSI
kposoreuenuem (puc. 1). HyBcrBurensHocTs n aBUM>KEHUS
KMCTU B JIy4Ye3alsiCTHOM cycTaBe Obuin coxpaHeHbl. [lpu
xomnbioreproii Tomorpadun (KT) sbisBrena ncesmoo-
ILyXOJIb, UCXOASIIAsI U3 IPOKCUMAJbHOIO OTAEJa IIPaBOI
JIOKTEBOM KOCTH, MACCUBHOE paspylleHre IIPOKCHMAJIBHO-
ro OT/eJIa JIOKTEBOM KocTH Ha npotspkenun 10 cm, ¢ mospe-
>K/IEHMEM JIy 4eBOM U rueueBoit kocrei (puc. 2). Bosnbhoii e
MOT CAMOCTOSITEILHO [IEPEIBUTaThCsI M3-3a IICEBIOOILY X0
Ha ThUJIBHOM IOBEPXHOCTH IPaBOM CTOMNBI C MEPEeXOJ0M Ha
nopowserHyo nosepxHocts (puc. 3). [lpu KT Beisenena
MCEBI0OITY XO0JIb TPABOM CTOIILI C TOBPEXAEHUEM TapaHHOM,
Ky0boBuaHOM 1 5-i1 nuTI0CHEBOI KOcTei (puc. 4).

I1pu 06cnenoBanmy BriepBble ObLI BBISIBJIEH MHIMOUTOP K
FVIII B Boicokom tutpe (60 BE). [1pu 6akrepuonornyueckom
HICCJIEIOBAHUY OTAEJISIEMOIO U3 PAHBI IICEBAOOILY XOJIU IIpa-
BOU pyKu BoisiBIeH poct Fucherichia colt, Klebsiella pneumoniae,
Enterobacter cloacae, S[ap/yylococczm aureus, Enterococeuds faecalts.

PESACE

Pucyrok 1. Bonbtont A, 17 net, uHrnbutopras dopma remodunmnm A.
TUraHTCKOR MHOUUMPOBAHHAS NCEBAOOMYXONL B 06AACTM NPABOTO
NOKTEBOTO CYCTABA C NPOAOIKAIOLUMMCS KDOBOTEUEHUEM HA MOMEHT
rocnutanmaaumu 8 PIEY «<HMULL rematonorunms. MHoxecTseHHble He-
KPO3bl KOXHbIX MOKPOBOB B OBNACTY NCEBAOOMYXOM, NPOROIXAIOLIEECS
KPOBOTEUEHME M3 KOXHbIX AeEKTOB.

Figure 1. A 17-year-old patient with inhibitor hemophilia A and
massive pseudotumors in the area of the right elbow joint with continued
bleeding during the hospitalization at the National Research Center for
Hematology. Mulliple necrosis of the skin in the area of pseudotumor,
continued bleeding from skin defects.
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Ilepen omepaumeit GonpHOMY mnpoBOAMIM aHTHOAKTEpPU-
AJIBHY0 TEPAINIO, KOPPEKLMIO aHEMUU U SJIEKTPOTUTHBIX
HapyweHuil. Dein nasnauen spranenem (1000 mr/cyr) B
Teyenue 13 nHell. YuuThiBasi BHICOKMI THUTP MHrHOMTOpPA
k FVIII, 6pua npekpamena remocrarnueckasi Tepanus
xoHuentparom FVIII u nauara remocrarnyeckas repamnus

Apsmubaes X. K.
myx [17]
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PucyHok 2. bonsrolt A., komnbiotepHas Tomorpamma (A) 1 3D-pekoH-
crpykumst (B) ncespoonyxonu npasoit pyku. MNospexaeHme npokcumans-
HOTO OTAEna NokTeso KocTu Ha npotaxeHin 10 cm. Joktesas kocTs

M NNOKTEBOM OTPOCTOK AePOPMUPOBAHSI, B3ayThl, KOCTHLIE CTRYKTYPSI
3AMELLEHbI MACCHBHEIM MATKOTKAHHEIM OBPA30BAHMEM HETOMOTEHHOM
CTPYKTYPSI, PA3NUYHOM MATKOTKAHHOM MNOTHOCTU. DNEMEHTH KOCTHOM
MNOTHOCTY ONPEAENSIOTCH B TOMLLE OMYXONEBLIX Y3M10BbX OBPA30BAHMIA.
OT OTHOCHTENBHO HEMBMEHEHHOTO AMAdH3A NTOKTEBOM KOCTU OTXOASAT
HechopMeHHbIE KOCTHBIE CTPYKTYPHI MO TUMY 3k30cTo308. KT-kapTHHa
MOCCHBHOM NCEBAOOMYXONM, UCXOAALIEN 13 TPOKCHMASIBHOTO OTAENa
NPABOW TOKTEBOW KOCTM.

Figure 2. CT image and 3D reconsiruction of the pseudotumor in the right
upper arm. Destruction of the proximal ulna is over 10 cm. The ulna and
ulnar process are deformed, swollen, the bone structures are replaced by
massive soft-tissue formation of an inhomogeneous structure, of different
soft tissue density. Elements of bone density are determined in the tumor.
CT image of massive pseudotumor starting from proximal ulnar bone.



npenaparom, obJafaoUM LIYHTHPYIOIUM MEXaHU3MOM
NeHCTBUSI B OTHOIIEHUU FeMOCTa3a, PEKOMOMHAHTHBIM aK-
tusuposanubim FVII, — snrakor anbd)a aKTHUBUPOBAHHBII

(Koarna-VII, 3AO I'enepuym», Poccus). Opnako, we-

CMOTpPs1I HA IIPOBOAMMYIO TE€paIlirio, COCTOsIHUE 60JII)HOI‘O
yxyamaJaocCh. 38. HECKOJIBKO JIHeI';I Hpe6BIBaHI/IH B CTAallMOHA~

PucyHok 3. BonbHolt A. [1ceBaoonyxors TeiIbHOM NOBEPXHOCTM NPABOM
CTONBI C NEPEXOAOM HA NOJOWBEHHYIO NOBEPXHOCTb HO MOMEHT rOCIUTA-
nnsaumnm 8 PIrEY <HMULL rematonornms.

Figure 3. A 17 year old patient, with inhibitor hemophilia A and
pseudotumor of the right foot during the hospitalization at the National
Research Center for Hematology.

PucyHok 4. bonbHoit A., KOMNLIOTEPHAS TOMOTPAMMA NCEBAOOMNY-
xonu npasoi cronsl. [ospexaeHne TApaHHOM, Ky6OBUAHON v 5-11
nniocHeBol kocTeit. KyboBuaHas KOCTb pe3ko B3ayTa, ee KOCTHAS
CTPYKTYPQ HE MPOCNEXMBAETCS, 30MELLEHA MATKOTKAHHbM 06pa30Ba-
HUEM HEFOMOTEHHOM NNOTHOCTH; NO ero NepuGepun BU3yanuampyioTcs
3MEMEHTH KOPTUKANA. MblLUE NOAOWBEHHOM YaCTH NPABOM CTOMbI
PE3KO AaTPOGUPOBAHSI.

Figure 4. CT image of pseudotumor of the right foot. Destruction of
the ankle, cuboid and the 5th metatarsal bones. The cuboid bone is
dramatically swollen, its bone structure is not visible, it is replaced by
soft tissue of inhomogeneous density; elements of the cortical are
visualized along its periphery. The muscles of the plantar part are
atrophied.
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Ppe HCeB0OMyXoub cTasa Gosee HANPsI)KeHHOH, 3HAYUTeJb-
HO yBeJIMYMJINCh 30HBI KOYKHOTO HeKposa (puc. 5).

Bb110 BBINO/IHEHO OMEpaTHBHOE BMEIIATEIbCTBO — JKC-
TUPIALUSI TICEBOOIYX0Jel MPaBoiil PyKH M NPAaBOi CTOMBI.
Yro6bl NMpefoTBpaTUTh BO3MOXKHYIO TeHepaJJu3aluio WH-
dbeknmonHOro nporecca, Ha NEPBOM dTare Obliia BBIMOTHEHA
SKCTUPHALUS TICEBOOIYXO0IU MPABOH CTOMBI U TOJBKO MO-
cJjle 9TOro — dKCTUpHanus WHPUIMPOBAHHON TCEBAOOILY-
XOJIM B 00JIACTH NTPABOro JIOKTEBOrO CyCTaBa. BbiaeseHbr u
yaaseHs! oTHele (0T 2 10 5 MM TOILMHOM) KaNCyJIbl CEB-
noonyxoseil. [lonocts neesnoonyxoseil Gpla 3anosaHeHa
HEKPOTM3UPOBAHHBIMHU MaCCaMH, CTYCTKAMU Pa3HOMN MJIOT-
HOCTH, pparmMeHTaMu paspylueHHON KocTHOU Tkanu. Jlok-
TeBasi KOCTb Obl1a CyOTOTaIbHO paspylieHa Ha MPOTSIKEeHUH

PucyHok 5. bonsHoit A. [cesnoonyxons npasoit pyku 4epes HeCKOsb-
KO fiHel nocne roCAUTaNMU3aLMH, HENOCPEACTBEHHO Nepes onepaumeli.
BripaxeHHas oTpuUaTensHas Nporpeccus B Buae YBenmuyeHus ncesao-
ONyXOnK NPABOW PYKM B PA3MEPAX, YBENMUEHUS 30H HEKPO3OB KOXHbIX
MOKPOBOB HAL NCEBAOOMYXOMbIO.

Figure 5. A 17-year-old patient, with inhibitor hemophilia A. Pseudotumor
of the right upper arm several days affer the hospitalization, immediately
before surgery revealing an evident negative trend in the form of
pseudotumor expansion with extension of the necrotic zones.
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PucyHok 6. Stansi skctvpnaummn ncesgoonyxoneit. A. DkcTupnaums NCeBRoONyxonu NPAgo CTonsl. YAANEHa MIOTHAR KANCya NCEBAOOMYXONM.
MonocTs NCeBROONYXOMM 3ANOHEHA AETPUTOM, CryCTKAMM KPOBM PA3HOM MioTHoCTH. B. Skctvpnauma ncespoonyxonu B 06nacTv npasoro noktesoro
cyctosa. [cesnoonyxons NPeacTaBaeHa HEKPOTUHECKMMU MOCCAMM, SETPHUTOM, C MHOXECTBEHHBIMM CTYCTKAMM KDOBW PA3HOM MNOTHOCTH, OTAENEHHbIMM
OT NOANEXALLUVX TKAHEH NNOTHOM GUEPO3HON KANCYOM, KOTOPAs MAOTHO CPALIEHT C TKOHAMM.

Figure 6. Stages of pseudotumors’ extirpation. A. Extirpation of the pseudotumor of the right foot. The pseudotumor cavity was filled with a sorrel
ointment-like defritus and organized blood clofs, which were separated from the underlying fissues by solid pseudotumor capsule. B. Extirpation of

the pseudotumor of the right elbow joint. The pseudotumor cavity was filled with the necrotic masses with blood clots of different density, which were
separated from the underlying fissues by solid pseudotumor capsule that fuses tightly to the underlying fissues.

10 cm. B obnactu ncesnoomnyxonu cronbl ObUIM TOTAJIBHO
paspylueHbl 5-g muocHeBasi U KyOOBUHAS KOCTH, 4aCTHY-
HO — TapaHHasi KocTb. |lo OkoHuaHuu omepauuu paHb
ObLIM TaMMOHUPOBaHbI caiadeTKamu C TOBUIOH-HONOM U
YCTaHOBJIEHA BAKYyMHO-APeHaXkHas cucrema (puc. 0).
OneparuBHoe BMeLIATENBCTBO [AJIMIIOCH 3 4, CymMmap-
Hasi KpoBONOTepst BO Bpemst onepanuu cocrasuia 1500 mo.
I'emocras Bo Bpems omepauuy u B MOCJIEO0NEPALMOHHOM
Nepuofie OCYLIECTBJISIIM MPEeNapaTom SITaKor ajibda ak-
tuBupoBaHHbiM u3 pacyera 100—120 mir/kr kaxkasie 2 4.
PeunnnBos kpoBoTeueHMs B MOCJIEONEPALIMOHHOM Ie-
puone He Gbino. He ormeueno takske peakTuBanuu MH-
ek B 06s1aCTH y1aJIEHHBIX MICEBOOILY XOJIeH. Y1aJ10Ch
MOJHOCTBIO COXPAHUTh MHHEPBALMIO U KPOBOCHaOKEHMe
Nopa’keHHbIX KoHeuHocTel. llpn KoHTposNBHBIX MUKpO-
6UOIOrMYeCKUX MCCJeJOBAHUAX MOC/e TPOBEeHHON aH-
TUOAKTEepPUATBHON Teparuu M0CeB MUKPOOPraHU3MOB M3
paHbl [aJ OTpULIATEsbHBbIE pe3ysbTarbl. PaHbl 3akuian
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BTOPUYHBIM HaTs>keHuem. Ha momeHT BoInucku us cranu-
oHapa, Ha 30-e CyTKU MOCJIE ONEPALMHU, ABUKEHUS B IIpa-
BOM JIOKTeBOM cycrtase Obuiu B npepenax 40° Bosbhoit
CaMOCTOSITEJIbHO MEPE/BUTAJICS, TOJHOCTBIO ONUPAsICh HA
OIEepMPOBAaHHY O NpaByo cromy (puc. 7).

Cnycrss 2,6 roga mocse omepauuy BOCCTAHOBJIEHA
(yHKIMOHAIBHOCTD B PABOM JIOKTEBOM CyCTaBe W Mpa-
Boii ctone. BosbHol >ka06 He npeabsiBaser. Xoaut 6es
[OMOJHUTENbHON onopbl. [{BUikeHUs: B HpaBoM JIOKTEBOM
cycrase Gesbosesnennble, B npenenax /0° Peuuausos
MCEB/I0OIY XOJIeii HeT.

N3-3a orcyTcTBHS B CTpaHe NMPOXXMBAHUS HEOOXOAM-
MOTO KOJIMYECTBa MpenaparoB (aKTOPOB CBepTbIBAHUS
GOsIbHOI B HACTOSIIEE BPEMS TIOJLyYaeT Tepanuio no dax-
Ty KPOBOTEUYEHMSs IPENapaToM dNTaKoOr aabda aKTUBUPO-
BaHHBIM B Hebosnbmux nosax. Jlaboparopuoro koHTposs
ypoBHs paKkTOpa U TUTPA MHIMOUTOPA MO MECTY YKUTEeb-
cTBa He nposoausock (puc. 8).
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A (A)

PucyHok 7. bonsHolt A, uepes 1 mecsu nocne skCTMpnaumm ncesno-
onyxonen Npasoi pyku u npason ctonsl. A. MNocne skctrpnaumu
nceBaoONyXoNM Npasoi pyku. PaHa 3a3nMTennanpoBanacs, CoXpaHs-
eTcs HebOoNbWON KOXHbI AMACTA3 B MECTE BBIXOAC APEHOXA, OTAeNs-
emoro 13 pasl HeT. Ha peHTreHorpammax oTMedaeTcs ynnoTHeH e
KOCTHOWM TKQHU B MECTE YAANEHHOMN NCceBaoonyxonu. [euxexus s
noktesom cycrase coxpatensl. b. Mocne skctvpnaumm ncesno-
OMyXonuM Npaeoit cronsl. [locneonepaumoHHas paHa 3asnuTenmam-
POBANACH, COXPAHAGTCS KOXHHIN AedekT B MecTe BHXOAA APEHAXA.
Ortnengemoro 13 pamsl HeT. Pentrerorpadus nocne skctvpnaumnm
NCEeBAOONYXONM.

Figure 7. A 17-year-old patient, with inhibitor hemophilia A after

1 month after extirpation of the pseudotumors of the right upper arm
and the right foot. A. After extirpation of the pseudotumor of the right
upper arm. The wound was epithelialized, a small skin diastasis was
preserved in the place of the drainage exit. There is a consolidation of
bone tissue at the site of the removed pseudotumor on XR. Movement
in the elbow joint is saved. B. After extirpation of the pseudotumor

of the right foot. The postoperative wound was epithelialized, a skin
defect remains at the site of the drainage exit. XR after extirpation of
pseudotumor. b (B)
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OGcy»xnenne

Bnaropapst coBpemeHHBIM BO3MOYKHOCTSIM IeéMOCTATHYE-
CKOIf Tepamuu MCEBJOOIYX0JaH, OCOOEHHO THIaHTCKOrO
pasmepa, CerofHs BCTpeuanTcs kpaitte peako [2—6]. On-
HAKO MX IOSIBJEHUE BO3MOYKHO B CJLy4asiX, KOI/la TeMOCTa-
THYecKast Tepanus y 60bHbIX remoduiIneil IpOBOAUTCS B
HeaJleKBaTHBIX 103aX JIMOO HEBO3MOXKHA. EanHCTBEHHBIM
addexTuBHBIM MeTOnOM JieueHUs CHOPMUPOBABLIMXCS
IICEBIOOILYy XOJIEH SIBJISIETCS XUPYPrUYeCKOe BMELIATeb-
crBo. Omnepanus no sKCTUpHaMM MaCCUBHBIX IICEBJO-
onyxoJiel, Kak NpPaBUJIO, TEXHUYECKHU CJIOXKHA, MOXKET
COINPOBOKAATHCSI KPOBOTEUEHUEM M JIOJIXKHA IPOBOIAUTH-
CS1 TOJIBKO B CHELMAJM3UPOBAHHBIX LIEHTPAX, MMEIOLUIUX
ONBIT JIe4eHUsI TAKUX OONbHBIX [2, 3, 7].

HecBoeBpemenHoe oneparnBHOe JIe4eHME NICEBAOOILY-
XOJIEl NIPUBOAUT K HEOOPATUMOMY paspylUeHHUIO MpUJIe-
JKALIMX MSATKMX TKAHEH M KOCTH, YTO MOYKET MOBJIEYD 3a
coboii ammyTanuo nopaskeHHoil koneunoctu. Hemomy-
CTHMO MPOBOJAUTH MYHKILMUIO MCEBAOOILYXO0JU — ITO He-
n36e’xHO BeeT K ee MHPUUMPOBAHUIO U KPOBOTEYEHUIO,
4TO MOXKET NPUOOPECTH HEKOHTPOIMPYEMBIH XapaKTep.
Haubonee nndopmarusubiMu npeaonepanMmoHHbIMHU UC-
CJIEIOBAHUSIMHU SIBJISIIOTCS. MATHUTHO-PE30OHAHCHAS TOMO-
rpacdus u KT, koropsie nossosnsior nposectu npeporne-
pauunonHoe nuanuposanue [2, 12—14].

[1pu onepaTuBHBIX BMelIaTeIbCTBAX HEOOXOIUMO pa-
AVKaJIbHOE y[ajleHHe KalCyJbl nceBaoonyxouan. B mpo-
THBHOM CJlydae PUCK KPOBOTEUEHHS B IMOCJEONEPALMOH-
HOM IEPUOJE U PELUAMBA ICEBAOOILYXOJU 3HAYUTETBHO
YBEJINUYNBAIOTCSA. OKCTUPHALUS IICEBAOOILYXOJIN OTHO-
CUTCSI K ONEPATUBHBIM BMELIATEJIbCTBAM BBICOKOM CTere-
HU PUCKa, OTOMY BO BpeMs ONepalnuu U B bumskaiiem
MOCJIeONepPAlMOHHOM Mepuofe ypoBeHb aedUIIUTHOrO
daxTopa B KpoBM GOJIBHOrO /0JKEH COCTaBJSITH He Me-
nee 100%. Bonbubim ¢ unruburopuoii dopmoii remodu-
JIMM reMOCTa3 AOJKEH OCYLIECTBJISITCS MPENapaTamu C
uryHTUpyrommumu mexanusmamu gevcrsust [9—11]. Tlpu
OKCTHPIIALIMU NICEBOOILY XOJIeH U151 IPEJOTBPALLEHUS Pe-
LMMBA U KPOBOTEUEHUI B MOCJIEONEPALMOHHOM EPUO/IE
PaHbI BeJLy TCs MOJLyOTKPBITBIM CIIOCOOOM € TAMIOHUPOBa-
HUEM UX MOJIOCTU caspeTKaMM C AaHTUCENTUKAMU U MPU-
MEHEHHMEM BaKYyM-CUCTEMBI.

Takum 00pasom, NMCEBIOOIYXOJM SIBJISIIOTCS PELKUM,
HO OJJHUM M3 CAMBIX TSXKEJIBIX OCJOXKHEHUH reMopUuIny.
OneparuBHble BMELIATENbCTBA 1O MOBOAY ICEBIOOILYXO-
JIefl IOJI>KHBI MPOBOAMUTHCS B LEHTPAX, MMEIOLIUX OIBIT
JledyeHUs] JAHHOM mnarosoruu. Uem paHblle NpoBeAeHO
OIlepaTUBHOE JIEUeHE MICEBIOOILY X0, TEM MEHbIIE PUCK
BOSHHMKHOBEHH S KPOBOTE€YEHUS U MH(PULMPOBAHUS TICEB-
AOOILY XOJIH.
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PucyHok 8. bornsron A. Hepes 2,5 rona nocne skctvpnaum ncesgoony-
xonel NpaBOW Pyku 1 NPaBo cTonsl. Paxb nonHocTsio sasnutentanposa-
nuce. bonu B 0bnact npasoit cronsl He GecnokosT. [puxerns B npasom
nokTeBom cycTase besbonesHernsie. Peunamea ncesnoomnyxoneii Her.
Figure 8. Patient, with inhibitor hemophilia A after 2,5 years after extirpation
of the pseudotumors of the right upper arm and the right foot. Wounds were
epithelialized. There was no pain in the right foot. The movements in the right
elbow joint were painless. There were no recurrence of pseudotumors.
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