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KnuHunyecKoe Ha6GnwoaeHue

3.U. Anuesa?, U.B. Moaay6HbInt: 2

1 NamannoBcKas AeTcKas ropoAcKas KiMHnyecKkas 60nbHuLa, MocKkBa
2 MOCKOBCKMI roCyAapCTBEHHbIN MELMKO-CTOMAaTONIOrMYECKUI YHUBEPCUTET

Co4yeTtaHue Hecneuuduyeckoro
AAI3BEHHOro KoJiuta ¢ TaXXenou dGopmou

remodunum Ay geteu

KoHTaKkTHas uHpopmauusa:

AnneBa 3nbmupa M6parMmoBHa, LOKTOP MEAULIMHCKUX HayK, Npodeccop, 3aBeaylolas Kaheapon neguaTpum ¢ KypcoM AeTCKOW XUpypriu
[ocyaapcTBEHHOM Knaccuyeckor akagemun uM. Maiimonnaa MHUO P Ha 6ase Uamainosckon AFKB
Appec: 105077, MockBa, yn. BepxHsisi lepsomaiickas, a. 48/15, Ten.: (495) 465-63-50

Cratbs nocrynuna: 24.01.10 r., npuHaTa K neyatu: 01.03.2010 .

Hecneundunyeckmt a3BeHHbIM KonuT (HAK) — 310 BoCna-
nuTenbHoe 3abofieBaHWe, xapaKTepuayloleecs A3BEHHO-
[OECTPYKTUBHBIM MOpaXKeHUeM CINM3UCTON 060MI0YKK TON-
CTOM KMLLUKKW, UMeloLee XPOHUYECKOoe peuuansBupyloliee
TEeYeHWe, HepeaKo COoMpoBOXKAatoLeecs pa3BUTMEM onac-
HbIX O/51 XWU3HW OCNOMHEHUW. 3TN OCNOMHEHUS OObIYHO
LenaTcs Ha BHEKWLWeEYHble, UM CUCTEMHbIE MPOSIBAEHMS
(adTO3HBIN CTOMATUT, y3/oBaTas 3puTema, NEPBUYHbIN
CKIEPO3MPYIOLWNIA XONAHTUT, ayTOUMMYHHbIR apTpuT, yBEUT
W T.A.— WX FEeHe3 He M3BECTEH, OHWM MOTYT COMyTCTBOBATb
HAK, npegwectsoBath HAK, noaButbca Ha GoHe nevyeHns)
M KuweyHble (Nnepdopauns CTEHKU KMULLIKK, TOKCUMYecKas
aunatauusa TONCTOM KULWKW, CTPUKTYPbl TONCTOM KULLKM,
KWLWeYyHoe KPoBOTEYEHME, AMCNNA3nsa U paK TONCTON KULL-
KW), HEPEAKO TPeOBYIoLLME XMPYPTUYECKOro IeYeHHUs.
MPUYMHOM OAHOrO M3 CaMblX YaCTbIX W TAMKENbIX OCIOMKHE-
HUM HAK — KMWEYHOro KPOBOTEYEHUS — MOXKET SABUTb-
CcA AUCOYHKUMUSA cucTeMbl remocTtasa. Pe3kunin pgeduuut
dakTopoB cBepTbiBaHus (Xl dpaKTopa), runepdnbprHONn3
U AMCOYHKUMSA TPOMOOLMTApPHOro remocrasa sBAslOTCA
BaXHENLWMMHU NPUYMHAMU BbICOKOW 4aCTOTbl KMULLIEYHbIX
KpoBoTeyeHun npmn HAK.

femodunmua A — 310 Hambonee 4acTo BCTpevatollascs
HacneAcTBEeHHaa Koarynonatusi, o6ycnoBieHHas aeduim-
TOoM aKtopa VIl (aHTuremodunbHoro rnobynmHa), SBAsto-
LWascs HacneacTBeHHbIM 3a6oneBaHMeM C pPeLeCcCUBHbBIM
X-cuenneHHbIM TUNOM HacneaoBaHUS.

Ta)KeCcTb remopparMyeckmx MposiBAEHUN npu remoduanm
CTporo Koppenupyetr ¢ ypoBHeM dakTtopa VIl B nnasme

E.l. Alieva?, I.V. Poddubny?. 2

1 1zmaijlovsky Children’s City Clinical Cospital, Moscow
2 Moscow State University of Medicine and Dentistry

KpoBu (0T O o 1% obycnaBivMBaeT KpanHe Tsxeny dop-
My 3aboneBaHus, oT 1 o 2% — TsKenyto, ot 2 0o 5% —
cpeaHeTsKenyto, Bbile 5% — nerkyto dopmy). nsg KInHK-
YECKOWM KapTUHbI XapaKTepHbl reMapTpo3bl, 0CTEOAPTPOS3bI,
pa3nnyHOro BMAa, B TOM YMC/E CMOHTAHHbIE XKENyAo4HO-
KULIEYHble, KPOBOTEYEHUSA. EAMHCTBEHHbIM NaToreHeTuye-
CKM 0GOCHOBAHHbLIM METOAOM NeYeHus remodunnn sBns-
€TCs NOXM3HEHHas 3amecTUTeNbHas Tepanus, YTO MOMKET,
B CBO 04epefb, cTaTb MPUYNUHON MHOULMPOBAHUSA BUPY-
caMu renaTuToB, pa3BUTUEM PESUCTEHTHOCTU K BBOAMMbBIM
daKTopaMm, a TaKKe UCTOYHUKOM MOCTOSAHHOM aHTUrEeHHOWM
HarpysKku.

B Mamannosckon OKBE Mbl Habnwoganu 2 cnyvyas O4YeHb
PEefKoro CoYeTaHuUs TAXENOro S3BEHHOr0 KOMWTa M TsKe-
nown remopunum Ay geten. NogobHble cny4yau B AOCTYMHOM
nMTepaTtype Ham He BCTPETUANCH.

MauueHT 3., 14 net

Manb4ynk OT nepBon OEPEMEHHOCTU, CBOEBPEMEH-
HbIX pogoB. Bec npu poxageHun — 3600 r, poct —
55 cm. HacneactBeHHOCTb oOTdAroueHa: remodununs no
JIMHUU MaTepU — Yy AeAYLIKM, a TaKKe Y CbiHa ABOOPOAHOM
6abyLLUKK; NO OTLLOBCKOM IMHUW Y A€AYLLIKK Bbl «<HEYTOYHEH-
HbIM» KONKUT. ECTb 6paT — 340p0B.

C nepBbIX MECSLLEB WU3HW NOCNE HE3HAYUTENbHbIX Nope-
30B M TpaBM OTMEYanuUCb [JUTENbHble KPOBOTEYEHMUS.
B Bo3pacTe 1 roga 6bln yCTAHOBMEH AMArHO3 — reModu-
nma A, Taxenasa popma — yposeHb VIII daktopa — 1,19%
(npun Hopme oT 50 go 150%).

Nonspecific ulcerative colitis and severe hemophilia A

combination in children
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B cBA3M ¢ 4acTbiMK remopparnsaMu passinyHow JoKkanusa-
LMW MHOFOKpaTHO Mojy4yan remocTaTMyeckue npenapatbi:
0o 1998 r. — Kpuonpeuunurart, B NOCneaylouemM — KOHLEH-
Tpat VIIl paKTopa cBepTbiBaHMA KPOoBKU. B cpegHem, YactoTa
MHOY3KMIM cocTasnana 4o 25 pas B roga.

B 1998 r. y pe6GeHKa Obli BbIB/IEH BUPYCHbIM renatut
C. Mpwu npoBeaeHnn nonnmepasHon LenHon peakumm (MLUP)
Obl1 OGHapYXXEH BbLICOKWUM TUTP penaunkauun Bupyca HCV
(1:10000 konum), reHoTnn 3a. Pe6eHKy HadHavYeHa Tepanus
nHTepdepoHom anbda-2a (PodpepoH A). bbina AocTUrHyTa
3NMMUHALMA BUPYCa, YTO NOATBEPKAEHO 4-KpaTHbIM OTpU-
uaTtenbHbliM pe3ynstatom MLP-aHann3a Ha NnpoTaxeHun BCe-
ro CpoKa HabnogeHus.

C okTa6psa 2001 r. cTanu 6ecnoKonTb 6071 B UBOTE, 3aTEM
NPUCOEANHUACA [UapenHbIi CUHAPOM, MNosiBUNAcCb Mpu-
Mecb KpoBW B cTyne. [poBeaeHa KONOHOCKOMNMS: Can3uncTas
060n04Ka NpPAMON, CUIMOBWAHOM, HUCXOASLLEW, Monepey-
HOM, 060404HON, BOCXOASALEN, CNENOW KULWKKU — pPO30Bas.
CocyancTbii PUCYHOK CMa3aH, CKagku 06bl4HOM (GOpMbl.
Ha BceM NpoTsaKeHUM MHOXKECTBEHHbLIE CBEXME remopparuu
ot 2 1o 10 cm.

[McTonornyecKkoe uccnegoBaHve 6MONTaToB CAU3UCTON 060-
JIOYKM TONCTOM KMULLIKKU: Ha YacTu Cpe30B BUAHbI MOBEpXx-
HOCTHblE 3pPO3UU, NOKPbITble GUOPUHOM C NpPUMEChIo rpa-
HynouMTOB. Ha apyrmx cpesax Ha anuTennanbHON BbICTUIIKE
3aMeTHbl HeXHble GUOPUHOBbLIE HanoXeHus. B co6CTBEH-
HOW MNACTUHKE CM3MCTON 060N04KN UMEIOTCH KPOBOU3NUS-
HUS U BblparkeHHasa numdornctTuuuTapHas UHGUIbLTpaums
CO 3HA4YUTENIbHOM NPUMECHIO FPaHyNOLMTOB U Nna3maTtuye-
CKMUX KNETOK. MCTUOLUTBI 06pa3ytoT HEGO/bLUME CKOMNEHUS.
[paHynounTbI NPOHWKAIOT B MPOCBET KPUMT. B 0AHOM 13 cpe-
30B BWUAHO, YTO MHOUALTPAT JOXOAMUT O MbILLEYHOrO Clos.

B pesynbrate npoBeaeHHOro ob6cnefoBaHUsa pebGeHKy Obin
NoCTaBfieH AMarHo3: A3BEHHbIV KOMUT, TOTallbHbIW, TAXKenas
dopma.

JleyeHne: nHdy3noHHasa Tepanuad — 4aCTUYHOE napeHTe-
panbHOe W 3HTepanbHOe MNUTaHWe: BHYTPMBEHHOE BBeje-
HWE 3/IEKTPOSIUTOB, BUTAMWUHHBIX NpenapaTos; MecanasuH
(6e3 adpdeKTa), nynbc-Tepanns NPeaHU3010HOM (B TeHeHue
5 AHewn), fjanee NpeLHU30/I0H BHYTPUBEHHO W MepopasibHo;
3aMecTuUTeNbHas Tepanus «0TMbITbIMU» 3PUTPOLUTAMMU; aHTU-
GaKTepuanbHas Tepanus; aMMHOKanpoHoBas KucnoTa B/B
KanenbHo, 3aTemM BHYTpb; atam3unar Hatpwus; VIII daxkTop
no 2000 E/l exxeqHeBHO, 3aTeM Yepes AeHb; MEeCTHOe neye-
HUEe — KAU3MbI C TMAPOKOPTUSOHOM.

Ha ¢doHe npoBoaMMON Tepanuu COCTOSHWE YAy4ylWWUNOCh
n po anpens 2002 r. octaBanoCb YAOBNETBOPUTENbLHLIM.
Ho npv CHUXeHWM [03bl CUCTEMHBIX CTepouaoB Ao 20 mr
B CyT OTMe4Yanocb 060CTpeHne 60ne3Hn — 60K B KUBOTE,
YKUOKWIA CTYN ¢ O6USIbHOM TEMHOM KpPOBbiO. B CBA3M C yxya-
LWeHWEeM COCTOSIHUS Oblna yBennyeHa Ao3a NpegHu30/oHa
(40 mr B cyT) u B neveHne gobasneH azatvmonpuH (100 mr
B cyT). [lony4yeHa KNnHMYEeCKas PEMUCCUS.

Cnyctas 3 Mecsila, Ha QOHe yxXy[leHUs COCTOSHMS, Npu
obcnefoBaHUU OblIM BbIABNIEHLI MPOCBETHbIE U LMCTHbIE
dopmbl Entamoeba histolytica. [Tocne oTMeHbl azaTuonpuHa
W NpeaHn30M10Ha Gbina NpoBeAeHa NaToreHeTuYecKas Tepa-
nusa amebuasa. CoctosiHMe pebGeHKa ynyylinnoch, U B Teye-
HWe noslyrofa octaBasioCh YAOBIETBOPUTENbHbLIM.

C ¢eBpans 2003 r. BHOBb OTMeYasochb yXyAlleHWe COoCTos-
HWS, NPKY IHAOCKONMYECKOM 06CNef0BaHWM BbisiB/ieHa Bbipa-
YKEHHas aKTUBHOCTb BOCManuTeNbHOro npolecca. bbina
BO306HOB/MEHa Tepanus NPeSHNU30I0HOM C NMONOXKUTENbHbIM
3 PEeKTOM, 0AHAKO, NPU CHUKEHMM ero Ao3bl 4o 35 Mr B CyT
BHOBb pPa3BMWIOCb 060CTPEHUE BONE3HM.

Ha ¢oHe npoBoavMown Tepanuu OTMeYanucCb BblParKeHHble
OCNOXHEHUS: KYLWIMHTOUAHBI CUHAPOM, TUMEPIIUKEMUS,
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Puc. 1. lNcesgononuno3s
y 60nbHOro 3.

[EenpPeccuBHbIN  CUHAPOM
C NONbITKaMu cynumnaa, Hekx-
po3 60/bLIOr0 CalbHUKa
C pasBUTUEM NEepUTOHUTa
(BbINONHEHa onepauua —
cpeanHHas nanapoTo-
MUS, pe3eKLMsa canbHUKa,
caHauusa u gpeHupoBaHue
OpPIOLWHOW MONOCTH).
PebeHKy peKkomeHaoBaHO
MeZaSIeHHOE CHUXEHWe A03bl
npeaHn3osoHa W BO306-
HOBNEHWe npuemMa asaTho-
npuHa B go3e 100 mr B cyT,
3atem 150 mr B cyT.
KonoHockonus (man,
2003): cnusuctagd o06o0-
JIOYKa MNpPAMOM  KULWKKU
Ha BCEM MPOTAXKEHWUM ano-
ro uBeTa C MHOXECTBEH-
HbIMW CTapbiMKU remoppa-
rMAMM, oOTevyHas, BUAHbI
cocyfbl MepBOro nopsigka.
Cnusuctas o60n04Ka Cur-
MOBWAHOW KWULIKW OTey-
Has, C MHOXeCTBEeHHbIMK nceBgononunamu go 3—-4 mm
(pnc. 1), mexkay KoTopbiMy BUAHBI GUOPUH MU MHOXKECTBEH-
Hble cTapble remopparuu. OTMevyaeTcs NOBbIlEHHAA KOH-
TaKTHas KPOBOTOYMBOCTb, COCYAUCTLIN PUCYHOK OTCYTCTBY-
eT. 3aK/toyeHne: A3BEHHbIN KOMUT, BblparKeHHas cTeneHb
aKTUBHOCTW.

JleyeHune: NpeaHU3010H B 4o3e 60 Mr B CYTKMW; a3aTUOMNpuH
150 mr B cyT B 3 npuema B TeyeHue 14 aHen); Tpuxonon
no 1 ta6. X 4 pasa (1,5 mr B cyT B TedyeHue 14 gHewn);
MUKPOKIM3MbI ¢ dpTanosonom; VIl daktop 1100X2 E/l 4epes
neHb, 3aTem 1100X4 E/J.

KonoHockonusa (11.12.2003): cnuauctas 060504Ka TONCTOM
KULLKKW, HaYMHasa OT aHyca W A0 NOAB3AOLWHON KULLIKK, anoro
LBeTa, COCYAUCTbIM PUCYHOK OTCYTCTBYET, BUAHbI MHOMe-
CTBEHHble MMKpoabcLuecchl 40 4 MM U §3Bbl 40 3—4 MM
B AnameTpe ¢ GnbpmnHOM Ha aHe (puc. 2). B npocseTe 60/b-
LIOEe KONMYEeCTBO TEMHON KPOBM U FTHOMHOIO COAEPHKMMOTrO.
Cnusunctas 060/104Ka NOAB3AO0LWHOM KULLKKW 61efHO-po30Bas,
COCYAWCTbLIN PUCYHOK YETKUI. 3aK/o4YeHne: S3BEHHbIN KONWUT,
BbIpaXeHHas cTeneHb akTUBHOCTU.

Takum o6pas3om, y 60nbHOro 3. Ha hoHe NPoBOAMMOW Tepa-
NUU  JOCTUTHYTb KIMHMKO-3HAOCKOMUYECKON pPEMUCCUU
He ygaBanocb, “Mena MecTto ropMOHO3aBUCUMOCTb, OTMe-
Yancb TaKXKe cepbe3dHble OCNOXHEHNUS KOPTUKOCTEPOUAHON
Tepanuu; 60n1e3Hb NPUoBpeNna HenpepbiBHOE TEYEHNE, TAXe-
nasi noctreMopparuyeckas aHemusa TpeboBana nocToSHHOM
MHPY3MOHHOM 1 reMocTaTUYecKom Tepanuu.

o noBoAy NPOAOCMKAIOLLErOCS TAXKENOrO KULLEYHOIO KPOBO-
TeyeHuns pebeHOoK 6bla NPOONepupoBaH NPaKTUYECKU B IKC-
TpeHHOM nopsiake. BoinonHeHa nanapocKonuyecKkas Totanb-
Has MPOKTOKONIAKTOMMKSA ¢ GOPMUPOBAHUEM MNeoaHanbHOro
aHacToMo3a (puc. 3-5). lNocneonepaLnoOHHbIA Nepuos Npo-
TeKan Taxeno Ha GdoHe aKTUBHOWM CTaAuM OCHOBHOro 3a6o-
neBaHus. Pe6eHoK 6blf1 BbiNKMCaH OMOM Ha 18-e cyT nocne
onepauuu.

B HacToswee Bpemsa nauueHTy 22 roga. lNonyyaeT nocto-
AHHYt0 remocTatuyeckyto Tepanuto (VI pakrop). KnweyHoe
KpOBOTEYEHWE He peLnanBupoBano, Kakas-nmbéo npoTuBo-
BocnanuTenbHasa Tepanusg 3a Becb nepuon HabniogeHus
He npoBoAunacbk. HYacTtota cTyna — ot 5 o 15 pa3s B CyTKH,
MMeeT MeCTO NePUOSMYECKOE HOYHOE HefeprKaHue KUAKOro
KULLIEYHOrO COLEPKUMOrO.

Puc. 2. Mukpoabceuecchl
y 60nbHOro 3.
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Puc. 3. Jlanapockonuyeckas
NPOKTOKON3KTOMUA —
605bHON 3.

Puc. 4. Bug nepegHen
OPIOLIHON CTEHKN —
60nbHOM 3.

Puc. 5. YnpaneHHas KuwKka — 60nbHON 3.

MauueHt K., 10 ner

MpU3HaKM KPOBOTOYMBOCTM OTMEYanUCb C B-MeCA4HOro
BO3pacTa, B BUAE MHOXECTBEHHbIX 3KXMMO30B Ha KOHeY-
HocTsX. narHo3 — remodunusa A, Taxenaa dopma — 6bin
yCTaHOBMEH B 9 Mec, Korfa y pe6eHKa pa3Buics reMapTpos
NpaBoro rojeHOCTONHOro cyctasa. B 7 net 6bina gnarHocTu-
poBaHa XpoHuyeckas remodwunbHas apTponatus npaBoro
KOMeHHOro cycTaBa. B ganbHemwem remoctatmyeckas tepa-
NUS KPUONPELMUNUTATOM U KOHLEHTPATOM aHTUreModuib-
Horo ¢akTtopa VIII npoBoamnachk B cpegHem 45 pas B rog,
B CBSI34 C peuuaMBupyoWnUMK remaptTpo3amMmun n rematoma-
MW pasnnyHon Nokanusaunu. YposeHb partopa VIl y peber-
Ka — 1,5% (npu Hopme oT 50 go 150%).

Moctynun B M3mannosckyo KB B anpene 2001 r. B TaxKe-
IOM COCTOSIHMKU. 3a 2 Hefjenu A0 NOCTynneHus Ha doHe
«MOTPELHOCTU» B AMETE MOSBUINCL WMHTEHCHMBHblE 601K
B XXMBOTE, XUOKNUI CTyNn 40 8 pa3 B CYT, BHavyane co cnusblo,
3aTeM — C KpPOBbIO.

Mpn KONOHODUOBPOCKOMUMN BbISIBNIEHBI MHOMXECTBEHHbIE 3PU-
TemMaTo3Hble 04aru B CIM3UCTOM 060NI0YKE U NETEXUM B MOA-
CNM3UCTOM cnoe 060404HON KULLKW. B ancTanbHbIX oTaenax
TONCTOM KULWKKM OTMeYeHa pe3Kast MATHUCTOCTb CAU3UCTON
060/104KM, €€ OTEYHOCTb, BbISIBNIEHbI MHOXECTBEHHblEe adTo-
NnoJo6HbIE U3BbA3BIEHUS C HAaNneToM GUOPUHA, MHOXKECTBEH-
HbIMW NOACANIUCTBIMU GONNUKYNAaMK U aNeMEHTaMu No TUny
«MMPOCSIHbIX 3epeH». BbipaxeHa KOHTaKTHas W CMOHTaHHas
KPOBOTOYMBOCTb. B MPAMON KULLIKE 3p03UKN U 53Bbl NPUOG-
peTanu CAMBHOM xapaKTtep, ¢ GUOPUHO3HO-HEKPOTUHECKUM
HaneToMm B LeHTpe.

PeaynbraTbl TMCTONOMMYECKOrO UCCIef0BaHMA: BO BCEX OTAE-
Nnax TONICTOM KMLWKK pe3Koe U3MeHeHne GOopMbl KpUMT, MX
fedbopmaums, pacwupeHue, NPOAYKTUBHOE BoOCManeHue
C YMEPEHHO BbIParKEHHbIM CKNEepPo30M COBGCTBEHHOM Mna-
CTUHKM, MENKWe 3po3uK, NoKpbiThle GUbpnHOM. B Kawgom
npenapaTte onpeaensnncb Kpunt-abcueccol.

BbicTaBneH guarHos: HecrneundU4yecKUn S3BEHHbIN KOMUT,
TOTanbHOE rMopaxeHue, Tsxenasd dopma, BbiparkeHHas
aKTUBHOCTb.

TepaneBTuYeckun 3dpdeKT nony4eH OT MecanaduvHa
(Canodanbk B go3e 1,5 r B cyt). [MpoBoamnacb remocta-
Tnyeckas (VIII dakTop 100 E/l), cumnToMaTryeckas (aHTaum-
[bl, epMeHTbl) Tepanus.

B 2004 r. oTMeyvyanocb KuleyHoe KpoBOTeYeHue Ha (oHe
NOCTOSHHOIO MNpuMeMa MecanasuHa B go3e 1,5 mr B CyT.
C 3amectutenbHon uenbio nonyyan VIII daktop B fo3e
2500 E/[l BHYTPUBEHHO CTPYMHO B Te4YeHwe 7 LHeR, fanee
B f03e 1500 E/l yepes aeHb. [lo3a Mecana3unHa O6bina yBenu-
YyeHa 4o 2 Mr B cyT. [Tony4eH TepaneBTUYECKNIA 3D PEKT.

Ha ¢oHe npoBoanmon Tepanum 10.12.2004 otmeyvanock 060-
CTpeHue 3ab0NeBaHus, TAXKEN0e KULLEeYHOEe KPOBOTEYEHHE.
KonoHocKkonus ot 13.01.05 r.: 93BEHHbIN KOMUT, BblpameH-
Hast aKTUBHOCTb.

JleyeHue: npepHusdonoH B go3e 60 Mr/cyr, MecanasuH
500 mMrx2 pasa B CyT MeCTHO per rectum, cumnTomaTu-
Yyeckas Tepanus (aHTauuabl, GEPMEHTbI, IHTEPOCOPOEHTHI,
npenaparbl KanbLus), remoctatndeckasa tepanua (VI dak-
Top no 2000 EJl), BHYTpMBEHHO npenapart enesa BeHodep
B fo3e 100 mr B cyt N2 5, npenapatbl GOIMEBON KUCOTHI.
Ha ¢oHe npoBoaMMOM Tepanuu COCTOSIHUE C MONOMXUTENb-
HOM AMHaMWKOW. B KavyecTBe nopaepxuBatollen Tepanuu
NPOAOJIKEH NpMem mecanasvHa B fo3e 1,5 mMr/cyT.

B ntone 2006 r. BHOBb OTMEYAIOCh TAXKEN0e KULEeYHoe Kpo-
BOTEYEHMe.

PekTOopomaHocKonua: cnuanctas 060s04Ka NPSMON, CUrMo-
BUAHOM KUMKW rMNepemMupoBaHHas, oTeyHasi, COCyAMCTbIN
PUCYHOK PE3KO YyCWNEH, BUAHBI EAUHUYHbBIE 3PO3UK [0 2 MM,
C BbIPaXEHHOW runepemMmMern MHOXKECTBEHHble CcTapble
remopparnn go 4 mm. lpocseTr gedpopmMupoBaH, coxpa-
HeH. 3aKno4yeHne: 93BEHHbIN KOMUT B CTaanu BbipaxeHHON
aKTUBHOCTH.

C 2006 r. 6bl1a KoHCTaTUpoBaHa «rOPMOHO3aBUCUMOCTb».
Pe6eHKy 6bl1 Ha3Ha4YeH a3aTUONPUH, HO NpenapaTt OTMEHEH
B CBS3U C yrHeTeHneM byHKLMKM KOCTHOro mMo3dra. Taxenoe
o6ocTpeHne Ha ¢GoHe cTpecca oTMevanacb B CeHTabpe
2006 r. Pewancs Bonpoc 0 Heo6X0AMMOCTM MNaHOBOMO
XMPYPrUYECKOro NeYEeHUS.

B KayecTBe anbTepHaTUBbI MAAHOBOW MPOKTOKOI3IKTOMUM
pelweHo HavyaTb Kypc OWONOrM4eckon Ttepanum — Obin
Ha3HavyeH MHPAMKcumab (Pemukena) B pose 5 Mr/Kr
no WUHAYKLMOHHOM cxeme. 3HayuTeNbHOe yhyylweHue (Knu-
HUYECKOE M IHLOCKOMNMYECKOE) COCTOSAHUSA OTMEYEHO nocne
TpeTben WHPY3un uHGuKkcumaba. bonbHon K. nonyyan
noafepxuBaioLyo Tepanuio MHGIUKCMMabom B TevyeHue
2 neT.

B 2007 n 2008 rr. pebeHKy HeoAHOKpaTHO amMb6ynaTopHO
BbIMOMHANACh peKTopoMaHocKonus. o aaHHbIM o6cneno-
BaHWs, cnmM3nctas 060104Ka NPsiMON, CUTMOBUAHOM KULLIKK
po3oBas, COCYAUCTbIN PUCYHOK YETKUI 4O BTOPOro NopsiaKa,
CKNafKM He M3MeHeHbl. pOoCBET coxpaHeH. 3aKnoveHue:
A3BEHHbIN KOUT B CTaANN PEMUCCHN.

[dvnHamuka coctosHusa 6onbHoro K. o W nocne nevyeHus
nevyeHns nbanMKkcMMmaboMm oTpaxeHa B Tab.

Mocne OKOH4YaHUS Tepanuu WMHOAMKCMMaboM oTMmeYaeTcs
OTYETIBAs W 3Ha4yuTeNbHas MONOXWUTENbHAs AMHaMWKa
no BCeM MoKaszaTtensm. [IvtHaMuKa 3HLOCKOMUYECKOM KapTu-
Hbl 4O W Ha doHe neyveHns nHGIMKCMMaboM NpeacTaBneHa
Ha puc. 6, 7.

B HacTosee BpeMsi pebGeHOK, Ha GOoHe yaoBNeTBOPUTEb-
HOro OOLLEr0 COCTOAAHMSA, NoNyYaeT NoAAEPKUBAIOLLYIO Tepa-
nuio — MecanasuH (CanodanbK) BHYTPb B Ao3e 2,0 r B CyT,
a TaKXe NIaHOBYID 3aMEeCTUTENbHYIO Tepanuio KOHLEHTpa-
ToM dakropa VIII.
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(@“) Pemunkenao®

NHOJTNKCNMAB

UBMEHIST EYAYWEE

PEMUKENA®

MexayHapofiHoe HenateHToBaHHOe HasBaHue (MHH): uHdnukcmab. Coctas: AKTVBHOE BeLeCTBO: MH(AMKCMMab. BcnomoratenbHble BelectBa: caxaposa, nonvcop6ar 80, Hatpws Avruapodocdar, HaTpus ruapodocdar.
®dapmakoTepanesTuyeckas rpynna. CenekTviBHble MMMyHOAenpeccaHTbl. Koa ATX: LO4AA12. Buonoruyeckme CBOMCTBA. PeMyiKei ABASETCH XUMEPHBIM COEAMHEHMEM Ha OCHOBE TMOPUAHBIX MbILUMHBIX U YenoBedeckux IgGl
MOHOKNOHabHbIX aHTUTEN. Pemiikeiia 06N1afaeT BbICOKMM athrHTETOM K (hakTopy Hekpo3a onyxonu anbda (PHOa), KOTopbIN NPeaCTaBARET COBOM LMTOKIH C LUMPOKIIM BUONIOr4ecKM AENCTBUEM, SBIAETCA NOCPEAHUKOM BOCNaUTENLHOO
OTBETa 11 y4aCTBYET B peakLMax MMMYHHOM cucTembl. MokasaHus K NpuMeHeHuIo B neanaTpum: 6onesHb KpoHa y aeTein 1 noapocTKoB. Jleyerue GosbHbIX AeTel 1 NOAPOCTKOB B BO3pacTe OT 6 A0 17 NeT BKIIOHNATENbHO, CTPaAaIoLLMX
60ne3Hbio KpoHa B akT1BHOM hopMe, CPEIHEN 1NV TAXENOW CTeneHu Npy HeShMEKTUBHOCTM, HeNEPeHOCUMOCTY MU HaIYMM NPOTVBOMOKa3aHI K CTaHAAPTHO Tepaniiv, BKIIOHaloLLei rII0KOKOPTKOCTEPOAb! 11/U IMMYHOLENPeccaHTbI.
JledeHuie PemykeiiloM CnocobCTBYET yMEHbLIEHWIO CUMNTOMOB 3a60/1eBaHs, JOCTUXEHMIO W NOANEPXaHMIO PEMUCCUM, CHIXXEHUIO 103b1 WA OTMEHE MIOKOKOPTUKOCTEPOVAOB, YATYHLIEHVIO Ka4ecTBa Xu3HU BonbHbIX. MpoTUBonoKasaHus.
Peakuyu moi 01 4YBCTI 0CTU Ha WIH: 1Mab, apyrvie MblluvHble Genki, a Takxe Ha NloBoil U3 HeaKTUBHLIX KOMMOHEHTOB npenapata. TAXENbI MHhEKLVOHHbIA NpoLecc, HanpuMep, cencuc, abeliecc, TY6epkynés nnu nHas
ONNOpTYHUCTIYecKas MHdeKLmA. CepaeyHas He[OCTaTOHHOCTL — TAXENas UM CPeiHeNn CTeneHi TAXECTU. bepeMeHHOCTb 1 rpyaHoe BckapmnvBaHue. BoapacT MeHee 18 neT. Cnoco6 npumeHeHWs U Ao3bl. Mpenapat BBOAAT BHYTPUBEHHO
KanenbHO B TEYEHME He MeHee 2-X YacoB, CO CKOPOCTbIO He 6onee 2 MfI/MVH, C UCMOb30BaHNEM VH(Y3VMOHHOW CUCTEMBI C BCTPOEHHBIM CTEPMMBHBIM aNMPOreHHbIM (UbTPOM, 06/1aAaIoLLIMM HIU3KOW BeNkOBOCBA3bIBAIOLLE aKTUBHOCTLIO
(pa3mep nop He Gonee 1.2 Mkm). OBLLaA NPOACIXUTENBHOCT Kypca IeYeHUs onp A BPa4OM. i UNY CpefiHeN CTeneHu TKeCTU akTUBHOW 6onesnn KpoHa y AeTeri v MOAPOCTKOB B Bo3pacTe oT
6 go 17 net Mepsol [03a P “aa coctaBnseT 5 Mr/Kkr. 3aTem npenapat BBOAAT B TOM Xe [j03€ 4Yepe3 2 Heflenv 1 6 Heaenb nocie NepBoro BBEAEHVS, U aanee — Kax/ple 8 Hefenb. Y HEKOTOPbIX MaLMEeHTOB
A9 AOCTVKEHNA S(deKTa OT NeveHIsi MOXeT NoTPeGoBaTbCH yBenuHerie A03bl A0 10 Mr/Kr. JleteHue PemiKeiaoM Creayet NpoBoAvTb OHOBPEMEHHO C ﬂpVIMeHeHMeM VMMYHOMOJIYNIATOPOB — 6-MepKanTonypuHa, a3aTvonpuHa uin
MeToTpeKcaTa. pyn oTcyTCTBUM 3ddekTa OT NeveHns B TedeHre 10 Hepenb np! P aa He peko yetcs. I P npu p PTP n Kpoha. B cny4ae
peuvavBa 3aboneBaHns Pemykein MOXeT BbiTb CHOBa Ha3HayeH B TeyeHue 16 Hefenb Nocne BBeAeHWs NociefHei Ao3bl. MOBTOpHOE NpyUMeHeHWe npenapara Hepe3 2-4 ropa nocse BBEAEHWA MOCNEAHEN A03bl Y 3HA4MTENLHOTO NPOLEHTa
NaLVIeHTOB CONPOBOX/AAETCH PA3BUTVEM anNePreckux peakLinii 3aMeNeHHOro Tna. PUCK pasBUTUSA STVX peakLuii B MHTepBane 16 Hefenb — 2 rofia He 13BecTeH. Mo3ToMy NpoBeaeHe MOBTOPHOTO NleYeHNs C MHTepBanomM Gonee 16 Hepenb
He pekomeHzyeTcs. MoGouHoe aencTaume. Hanbonee YacTbie NoGoYHbIe ABNeHNs (HacToTa <1:10 — >1:100): UHDY31OHHbIE peakLyi, 60slb B rPYAM, NOBbILIEHHAA YTOMISEMOCTb, IMXOPajKa; KPanuBHULA, CbiMb, 3/, NOBbILLEHHas NOTANBOCTb,
CYXOCTb KOXW; BUPYCHas MHekLMs (rpunn, reprnec); peakLmi no 1y CbIBOPOTO4HON 60NE3HM, roNoBHas 60fb, BEPTUTO, FONOBOKPYXXEHME; MPUUBBI, MH(EKLIMN AbIXaTeNbHbIX MyTel, CUHYCUT, OAbILKa; oMb B XMBOTE, A1apes, TOWHOTa,
AMCnencys; noBbILEHVe NeYeHOYHbIX TpaHcamyHas. MonHylo UHGOPMaUWIo. 0 NOHOHHOM AECTBUM 1 B3aVMOAENCTBUM C APYTUMU NIeKapCTBEHHBIMY CPeACTBAMW CM. B MHCTPYKLMM MO MEAMLMHCKOMY NpuMeHeHio. Dopma Bbinycka.
Mo 100 Mr aKTMBHOrO BELLECTBA B CTEKAHHbIX (akoHaX, 3aKPbITbiX PE3VHOBLIMM NPOGKaMW, 0GXKaTbIM anioOMUHMEBBIMM KONINaYkaMy 1 3aLLMLIEHHbIMW MNACTUKOBBIMM Kpbilkamu. M0 1 bnakoHy BMeCTe C MHCTPYKLMEN MO MPUMEHEHMIO
B KapTOHHOW navke. YCnoBus X W TPaHCMopTHE B HemoCTynHOM AiNsl feTet MecTe, Npu Temnepatype oT 2 1o 8 °C, He 3aMopaxwBaTh. TPaHCMOPTVPOBATbL MPU Takow e Temnepatype. [JonyckaeTcs TpaHCNopTMPOBaHMe
npu Temnepatype fo 25 °C B TeyeHwe He Gonee 48 YacoB. Cpok rogHocTM — 3 roaa. He ncnonb3oBaTh NO UCTEYEHMI CpoKa rofiHOCTH! YCnoBus oTnycka 13 anTek — no peuenty. MpoussBoautens: Centokop b.B., SiHwrenHser 101, 2333 CB,
JNenpeH, Hupepnanab!. MpumMeuanue: Mo Bonpocam kaqectBa 1 nobo4Horo aencrems obpaiwatbes B rYH «TNCK mum. J.A. Tapacesuya PocrioTpebHansopa» no agpecy: Mocksa 119002, nep. CvBues-Bpaxek, 4.41, ten. (495) 241-39-22,
akc (495) 241-92-38, unu k npeacrasutenio Mponssoautens B Poccun: 00O «LLepunr-Mnay, Hacte MSD» no agpecy: Mocksa, 119049, y. LLlaGonoeka, 10 cTp.2, Ten. (495) 916-71-00, dakc (495) 916-70-94. PeMuKenz, 3apericTpupoBaH B
Poccniickon @epepauyn: PY M N 012948 /01-251209. BHumaHme! MonHyio MHbopMaLmio o npenapate Pemyikelisl, BKNiOYas AaHHbIe NO NPUFOTOBNEHNIO MHDY3MOHHOrO pacTBopa, 0cobble ykaszaHus, a Takxe 6onee NoapobHyio MHopMaLmio
0 NOGOYHOM AEMCTBIM CMOTPUTE B MHCTPYKLMM NO NPUMEHEHMIO, BIIOKEHHON B YNakoBKy. BBefieH1e PeMukeitia MOXKET OCYLLECTBIATLCA TONbKO Moz, HabMIOAEHEM BPpaYer, MEIOLLVX OMbIT ANAarHOCTUKM 1 fleYeHNs GOMbHbIX PEBMaTOUAHBIM
apTPUTOM, aHKVNIO3MPYIOLLM CMIOHAUIIOAPTPMTOM, NCOPVA30M, NCOPUATUHECKIM apTPUTOM UAM BOCNANNTENbHLIMMI 3a60MIeBaHNAMM KMLLEYHIKE.

3a AOMONHUTENBHON MHdOPMaLIMEN obpallaiTech

8 000 «lWepwHr-Mnay», yacts MSD

Poccua, 119049, Mockaa, yn. LLlabonoska, a. 10, cTp. 2

Ten.: (495) 916-71-00

Dakc: (495) 916-70-94 SP-PR-Rem - 07-01-10
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Ta6nuua. ViHaekc Meio y 6onbHoro K. o v nocne 3aBeplieHns Kypca fevyeHnsa HGAnKeumaboM AnnTenbHOCTbIO 2 roja

MposaBneHus 601e3HU [lo neyeHus Mocne neyeHus

YacTota cTyna [o 8 nedeKkaumnin B aeHb (3 6anna) 1-2 pa3a B feHb (16ann)

Pe

KTa/lbHOE KpoBOTE4YEeHUE

Buanmas KpoBb B 60/blUMHCTBE AedeKauuni (2 6anna)

Het (O 6annos)

OH

[OCKOMUYecKas KapTuHa Tsxkenas cteneHb (3 6anna)

Jlerkas ctenetxb (1 6ann)

06LWan KnMHUYecKkas KapTuHa

Tsxkenasa opma (3 6anna)

Pemuccus (O 6annos)

NHpeke Meno

11 6annos

2 6anna

Puc
aon

. 6. Cnnauncras 060104Ka TONCTON KULWKKM 60nbHOrO K.
eyeHns nHGAMKcMmabom

Puc. 7. Chnsnctas 060104Ka TONCTON KMLWKK 60nbHOro K.
Ha GoHe nevyeHns nHGAMKCMMabom

TOB

KnuHuyeckoe Ha6noaeHue
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3aknoyeHue
AHanu3 TeyeHus OONE3HU, a TaKKe TaKTUKW U pesysbTa-

Nne4yeHna AByX OMUCaHHbIX Chy4aeB, MO3BOJIAET cAeNnaTb

HEKOTOopble 3aKNto4eHUda 1 NpeanosoXeHua:

CoYeTaHMEe A3BEHHOI0 KoMUTa C Txenon Gpopmon remo-
dunumm A BCTpevaeTcst 04eHb PeaKo;

HAK n ero Tepanus He OCMOXHSAT B 3HA4YUTEIbHOM
CTEMEHU TEYEHNSI OCHOBHOMO remaTtoflorMyeckoro 3a6o-
NneBaHus;

nedUUnT aHTUreMmodunbHOro rnobynnHa, HanpoTuB,
06YyCNOB/IMBAET THAXKENOe TeyeHue HA3BEHHOro Konwuta,
COMPOBOXAAOLWErOCs CePbe3HbIMU, KNUSHEYPOXKAIOLLMN-
MU KWLIEYHbIMW KPOBOTEYEHUAMMU;

MOXHO MPeAnonoXuTb, 4to passutme HAK Ha doHe Taxe-
JION reMoPUSInKU MOXKET OblTb CNeACTBUEM, B TOM YUCIe,
HapyLeHUs MMMYHHbIX MPOLLECCOB MpY 3aMeCTUTENbHOM
Tepanuu remoctaTMyecKMMKU npenapatamu M3-3a NocTo-
SIHHOW, MacCUBHOW U A/IUTENTbHOM «6OMBapAMPOBKM» UMUK
MMMYHHOM cucTembl pebeHKka. He ucKIto4YeHa naToreHe-
TMYECKasl pofib reMOoCTaTMYECKMX NpenapaTtoB (npexae
BCEro Kpuonpeuunurarta) B pasBuTUM S3BEHHOIO KOWTa;
y 601bHOr0 3. MOXHO NPEANONOXKUTb CBA3b MEXKAY pas-
BMBWUMCA renatutom C M BO3HMKWKMM 4epe3 2 rofa
nocne ero nevyeHusa Taxenoim HAK. MmeloTcs AaHHble

0 TOM, 4TO MNpPU XpoHMYyeckom renatute C AocToBep-
HO noBblwaeTca ypoBeHb TNF «, YTO CBMAETENLCTBYET
0 BaXHOW PO 3TOr0 LIUTOKMHA B peanm3aumm MexaHns-
MOB MPOTUBOBUPYCHOM 3alunTbl. OgHAKO, 3TOT LIMTOKMH
B TO € BPeMS UrpaeT Ba)KHylo poJib B MaToreHese BOC-
nanuTeNbHbIX 3a601€BaHUN KULLEYHUKA;

npuMeHeHne 6MONOrMYECKUX areHToB Npu nevyeHmnn HAK
y AeTEN ABNAOTCA HECOMHEHHOM aNnbTEPHATUBOM XMPYpP-
rMYecKoMy BMeLIATeNbCTBY, B TOM YMUCe U B NOAOGHbIX
penKux U KpamHe TaxenblX KITMHUYECKMX CUTYaLmaX;
60nbHOM 3., KOTOPOMY MPOBOAMICSA MPaAKTUYECKU MNOS-
HbI KOMMJEKC AOCTYNHOM B TOT NepMo[ BPEMEHU KOH-
cepBaTMBHOM Tepanuu, 3a UCKIOYEHWEM NPUMEHEHUS
6uonornyeckon Tepanuu, Gbin onepmpoBaH Mo XKU3HEH-
HbIM MOKa3aHWAM, B CBSA3W C TAKENbIM KWULILIEYHbIM
KPOBOTEYEHMEM U HEBO3MOMHOCTbIO AOOUTLCS KIUHUKO-
3HAOCKOMUYECKON peMUCCUN. PEMUKeN] OKa3ascst O4eHb
3OPEeKTUBHbIM Yy 601bHOr0 K. ¢ A3BEHHbIM KONUTOM,
remodunnen A u TAKeNbIMU KMLWEYHbIMU KPOBOTEYEHHUS-
MW, YTPOXKaBLIMMU XN3HM NauneHTa. NpoBeaeHne Kypca
Tepanuu 6MONOrMYEeCKUM areHToM PemMnkenaom nosso-
JINNO OGUTbCS CTOMKOW KIMHUYECKOM M 3HAOCKOMU4e-
CKOM pemMuccun 60/1e3HN U, TakKUM 06pa3oM, nabexaTb
onepaumn — NMPOKTOKOSIIKTOMUMU.
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