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B craTtbe npeacTaB/ieHbl AaHHbIE 110 AMMAEMNOI0MMHN, NaTOreHe3y, COBPEMEHHON KacCudUKaLmnmn n OCHOBHbLIM KIMHMUYe-
CKUM nposiBAeHuamM 6one3nHn lowe y aeten. lpuBeaeHbl KpUtepun andoepeHLmnabHON AnarHOCTUKU ¢ Apyrumn 3a60-
neBaHusaMH. [ToKa3aHo, 4TO e4MHCTBEHHbIM 3(PPEKTUBHLIM METOLOM JieHeHUs 60/1e3HU [olle CNy»UT naTtoreHeTndyecKas
pepmeHTo3aMeCcTUTEIbHas Tepanms, KOTopas KyrnupyeT OCHOBHbIE KIMHUYECKME NPOSBAEHUS 60IE€3HM, yyylias Ka4ecTBo
XKM3HU 6OJIbHbIX M HE OKa3biBasi BblPa*KEHHbIX M060YHbIX 3POEKTOB. [/is TAKOro J1e4eHNs UCOIb3YI0T MMUIIIOLepasy, rnoj
[eNCTBNEM KOTOPOM MPOUCXOANT rMAPOIN3 MNKOAUMNMAA IoKoLepebpo3uaa A0 I0KO03bl 1 LuepamMmuga no 06bI4HOMY MyTv
meTabosmama MemMOpaHHbIX MnuAoB. Umuriouepasa nokalaHa A8 A/IMTENIbHON 3aMeCTUTEIbHON GepMeHToTepanumn
Yy 60/1bHbIX C MOATBEPKAEHHOM 601€3HbI0 lowe 1-ro u 3-ro Tuna. PeKomeHA0BaHO MOHUTOPUPOBAaHMNE COCTOSIHMUS 60JIbHbIX
Ha ¢oHe Teparnun B COOTBETCTBUU € TpeboBaHMAMU OO6bEAUHEHHON MEXKAYHaPOAHOM rpyrrbl no U3y4eHuto 6os1e3Hn oLwe.
YKasaHbl OCHOBHbI€ OLMOKNU ANAarHOCTUKM M BEAEHMS TaK1X NayneHToB, a TakKe HEOBOCHOBaHHbIE Ha3HaYeHUs nNpu eye-
Hun 3TOro 3ab0s1eBaHMA.

KnrouyeBble cnoBa: 60/1e3Hb [oLwwe, B-D-moKo3ngasa, XuToTpruo3ngasa, renatocrieHoMeraams, GepmMeHTo3aMecTuTeibHas
Tepanus, UMuroLepasa, 4eTu.

(Meanatpnyeckas papmaxonorns. 2013; 10 (3): 72-75)

bonesHb lowe (Bl oTHocUTCS K rpynne JM30COMHbIX
6one3Hen HakonneHus. Yactota bl B obuen nonyns-
umm coctaengetr 1 Ha 40000-75000 HaceneHna. Cpeau
eBpeeB-alllkeHa3n (BbixoaueB 13 BoctouHon EBponbl) YacTo-
Ta 3T0ro 3aboneBaHus Hanbonee Boicoka: 4o 1 Ha 450 yeno-
BeK. BnepBble 310 3aboneBaHue 6blN0 onucaHo dpaH-
uysckum paepmartonorom @.Y. lowe (Ph.Ch.E. Gaucher)
B 1882 r. B ocHoBe BI' nexut gedpekt ¢pepmerta B-D-rto-
KO3MAa3bl, KOTOPbIA HaxoAWTCS BHYTPW JIM30COM W OTBeE-
YyaeT 3a pacluenneHue CIOXHOro fMnuaa rioKouepebpo-
3uaa Ha MoKo3y M uepamui. BcneactBue HemocTaTouqHOM
aKTMBHOCTU B-D-rnoKko3naasbl roKoLepebposns He pac-
WwennseTcsa MOMHOCTbIO M HaKanavBaeTcs B Makpodarax.
«HarpyeHHble» nMnuaaMu KIETKU, Ha3blBaeMmble KieTKa-
MU Towe, SBASIOTCS NATONOMMYECKUM CyeCcTpaTtom 60/1e3HU
(puc. 1). UHOUNbTpaums Knetkamu fowe pasnnMyHbIX OpraHoB
M TKaHeN, B KOTOPbIX MPUCYTCTBYIOT Makpodaru, o6bsicHIeT
MYNbTUCUCTEMHbIV XapaKTep 3TOM 6GOone3Hu: KneTku lowe

HaKananBaloTCs B NEYEHU, Cene3eHKe, KOCTHOM MOo3re, Ner-
KMX, MOYKax, iumdaTmyecKkmx yanax [1].

Bl HacnepyeTca MO ayTOCOMHO-PELLECCUBHOMY TUIY.
B HacTosiLlee Bpems onucaHo 6onee 300 MyTaHTHbIX anne-
Nen, KoTopble YaCTUYHO MM NONHOCTbIO GNOKMPYIOT KaTanu-
TUYECKYI0 aKTUBHOCTb depMeHTa B-D-rnioKko3ngassl [2]. leH
[3-rnokoLepebpo3nasbl KapTupoBaH Ha xpoMocome 1g21.

KJIACCUOUKALIUA

B 3aBMCMMOCTH OT KIIMHUYECKOr0 TEYEHMS BbIAENAIOT TPH
Tvna Bl 4To oCHOBaAHO Ha HaNM4YMK UKW OTCYTCTBMU CUMMTO-
MOB MOpPaXKeHWs LeHTpanbHOM HEPBHOM cucTembl. B yact-
HocTH, 1-1 TN BI" xapaKTepuayeTcst OTCYyTCTBMEM HEBPOJIOMU-
YeCKOM NaTonornn, OH BCTpevaeTcs valle apyrux (6onee 90%
BCex cydaeB 6onesHu). [lBa apyrux tuna bI" accouunnpytotes
C BOB/IEYEHMEM B MNPOLLECC LLEHTPaNbHOM HEPBHOW CUCTEMBI:
2-1 TUN — OCTPbIA HEMPOHONATUYECKUN, UNU UHDEHTUSb-
HbIW; 3-% TMN — NOAOCTPbIA HEMpoHonaTUiecKkui [3].
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Gaucher’s Disease

The article gives data on epidemiology, pathogenesis, modern classification and the main clinical manifestations of Gaucher’s disease in
children; it also gives criteria of differential diagnostics with other diseases. The article shows that the only effective method of treating
Gaucher’s disease is pathogenic enzyme-substitutive therapy which arrests the main clinical manifestations of the disease improving
life quality of patients without pronounced side effects. Imiglucerase is used for such treatment; it causes hydrolysis of glucocerebroside
into glucose and ceramide (regular metabolism of membrane lipids). Imiglucerase is indicated for long-term enzyme-substitutive
therapy in patients with confirmed Gaucher’s disease (types 1 and 3). It is recommended to monitor condition of patients in the setting
of therapy in compliance with the requirements of the International Collaborative Gaucher Group. The article cites the main mistakes
of diagnostics and management of such patients and ungrounded prescriptions when treating this disease.
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(Pediatricheskaya farmakologiya — Pediatric pharmacology. 2013; 10 (3): 72-75)



K/IMHUYECKASA KAPTUHA

Bone3Hb lowe 1-ro TMNa xapakTepmnayeTcsa NPorpeccu-
PYIOLWMM yBENMYEHNEM NAPEHXMMATO3HbIX OPraHoB (MevYeHu
W CeNne3eHKK), NnaHuMToneHmen n pasBuTMEM KOCTHOM naTto-
noruu [4]. 3aboneBaHve OAMHAKOBO YacTO ANMarHOCTUpyeTCs
y 1L, 060€ro nona u MoXXeT MaHubecTnpoBaTh B 11060M BO3-
pacte. TeyeHWe XpOHMYECKOe, Mporpeccupyollee. Y feten
OTMeYaloT oTCTaBaHWe B PU3NYECKOM M NOIOBOM Pa3BUTUM.
CnneHomeranus 6biBaeT NOCTOSAHHBLIM M Haubonee paHHUM
npu3Hakom Bl npu nanbnaunn ceneseHka UMEET MNOTHYO
KOHcucTeHuuto. fenatomeranusa npu bl BbipaxkeHa B MEHb-
lIen CTEMEeHMU, YeM CraeHOMEeranus, u obbl4HO pa3BMBa-
eTca B 60siee No3gHMe CPoKK (puc. 2). Peakue cMMMTOMBI
BK/ItOYAIOT MHOUNLTPATLI B JIEFKMUX, NIEFOYHYIO TMNEPTEH3UIO,
XPOHWUYECKYIO MOYEYHYIO W NeYeHO4YHYI0 HedOoCTaTO4YHOCTb,
nopTasbHyto runepTeHsuto [5, 6].

OCHOBHOM MPUYMHOW CTOMKOW WMHBanMaM3auunn npu bl
1-ro TMna CTaHOBMTCSA MoOparkeHwe ckeneta. MameHeHus
B KOCTHOW TKaHW — CNeAcTBME 3aMeleHUss HOopMasbHbIX
3/IEMEHTOB KOCTHOro Mo3ra WHQuAbTpaTamun Knetok louwe,
KOTOPOE COMPOBOXKAAETCHA HapyLleHWeM HopMasibHbIX GU3N0-
normyeckux npoueccoB. O6bI4HO B MeEpBYyO ovepeab nopa-
atotca 6epeHHble KOCTU, 3aTeM Apyrue Tpyb4yaTble KOCTU
1 MO3BOHOYHMK. Y 60MbLUIMHCTBA NaLMeHToB ¢ Bl cHuKaeTca
MWHepanbHas NIOTHOCTb KOCTHOM TKaHW, MPOUCXOAMUT noTe-
psi KOCTHOM Maccbl [7]. HakonneHne KneToK lowe B KOCTHOM
MO3re MPUBOAMUT K OTEKY, YBENYEHUIO BHYTPUKOCTHOIO AaB-
JIEHUA M OCTPbIM 6O0NSIM, KOTOPblE M3BECTHbl KaK KOCTHble
Kpu3bl. KnMHM4yecKas KapTWMHa KOCTHOro Kpu3a nogobHa
KapTUHe OCTeOMWenuTa, HO B OT/IM4ME OT MOCNeAHEro npwu
KOCTHbIX KpM3ax MOCEBbl KPOBM Ha GaKTepuanbHyilo dnopy
oTpuuaTensHsbl [8]. Mporpeccupytowas nHGUnbTpaLusa Knet-
Kamu lole KOCTHOro Mo3ra MOMET MPUBOAUTL K CYXKEHWUIO
COCY[0B, UX OKK/TIO3UKU, TPOMOO3Y, YTO Bbi3blBAeT pa3BuTHe
NaToNOrMYeCKUX 04aroB OCTEOHEKPO3a U CKNepo3npoBaHne
KOCTHOM TKaHM [9]. OCTEOHEKPO3 0ObLIYHO NOPaXKaeT ro0BKM
6eApeHHbIX KOCTEN, HO Yy HEKOTOPbIX GO/bHbLIX 3TOMY npea-
LeCTBYET BOBNEYEHME B NATONOMMYECKUM MPOLECC LUENKU
6eapeHHON KocTU. be3 cBOEBPEMEHHOro /iedeHus aHaTto-
MUYecKkue, PYHKLUMOHabHble U TPOPUYECKME HapyLLUEHUSs
B MOpaXeHHOW rofioBKke 6e4peHHON KOCTU NPUBOANAT K TsXKe-
NbIM BTOPUYHbIM M3MEHEHWSIM CTPYKTYP CycTaBa C Pa3BUTU-
eM KoKcapTpo3sa (puc. 3). B psge cnyyaeB 3Tto TpebyeT npo-
BeAEHMNS XMPYPrMYECKOro IeYeHNsT — 3HA0MNPOTE3MPOBAHUS
Ta306eipeHHOro cyctaBa, 4TO MO3BOASET BOCCTAHOBUTb
OMNOPHO-ABUraTeNIbHY0 GYHKLMIO HUKHEN KOHeYHoCTH [10].

Bbone3Hb lowe 2-ro TMna Ha4yMHaeTcs Ha NepBOM roay
WM3HU, XOTS onucaHa MaHudecTauuns B BUAE BOASAHKHK M0-
fJa. bonesHb nposiBnseTcs renatocrnieHomMeranunen, OKy-
JIOMOTOPHLIMW aHOManUAMK U € 6 Mec MnporpeccupyloLLen
3aePXKKOM MCUXOMOTOPHOrO pasBuTUSA (puc. 4). MNepBbiMK
CUMMNTOMaM#, NpUBEKaloWwUMU BHUMaHKE, 4acTo CTaHo-
BATCA HapyleHue rn1oTaHus, nonepxmBaHue, OCNOXHSAI0-
liMecs acnupauuMoHHOM MHEBMOHMEN. Y AeTen oTmevatoT
TaKxe Tpuam, bGunatepanbHoe (GUKCMPOBaAHHOE Kocorna-
3Ke, NPOrpeccupytoytd CnacTMYHOCTb C XapaKTepHOW Ans
2-ro ™Mna Bl peTpakuwuen weu, runeppedneKkcuto, nono-
XUTENbHbIK cuMnToM bBbabuHCKOro w apyrve nartonoruye-
CKMe pedrieKcbl, NOTePO paHee NPUOOBPETEHHbLIX HABbLIKOB.
TOHMKO-KIOHUYECKUE CYAOPOXKHbIE NPUCTYMbI, KaK NpaBuio,
BO3HMKAIOT Ha MNO3AHWX CTagusx 60Ne3HU W PE3UCTEHTHbI
K HazHa4YaeMoun MpoTUBOCYAOPOXKHOM Tepanuu. TeyeHue
3aboneBaHNg — ObICTPO Mporpeccupylollee C fieTalbHbIM
MCX040M Ha 1—2-M rogy Xu3Hu [11].

bone3Hb lowe 3-ro TMna maHudecTupyeT B nepuon
paHHero AeTcTBa WM BO BTOPOM AeKade XWU3HM (0T 1 mec
[0 14 net). 3aboneBaHue XxapaKTepu3yeTcs 3aMea/IEHHbIM
XapaKTepom nporpeccupoBaHus. B aebiote — renatocnne-

Puc. 1. KneTka lowe B KOCTHOM MO3re

Puc. 2. leBo4Ka 6 net ¢ 60ne3Hblo lowe 1-ro Tuna
(remaTocnneHomeranua oTMe4yeHa Ha PUCYHKE NMYHKTUPOM)

Puc. 3. KomnbloTepHas Tomorpamma. edbopmupyioLmi
NIeBOCTOPOHHUIM KOKcapTpo3a Il ctenexun

HOMeranus u HeBPOOrM4YEeCKUe CUMMNTOMbI, CXOJHbIE C TaKO-
BbIMWU NpKn 2-M Tune bl Ho meHee Taxenble. Camasa paHHas
HEBPOJIOrMyecKas cMMNToOMaTKa NPosiBASETCS OKYJ10MOTOP-
HbIMW pacCcTpPoOMCTBaMu, BKItOYas cynpaopbuTtanbHyto opTanb-
mMonnervto. MaBHbIM HEBPOSIOrMYECKUM MapKepoM SBNS-
I0TC MMOKJIOHMYECKME CYAOPOrM KOPTUKaNbHOW MPUPOAbI:
ObICTPble MOAEPrMBaAHUS B HECKOMbKMX TPynmnax Mbllil, KaK
B MOKOE, TaK M NpW Harpyske, KOTopble NOCTEMEHHO Hapac-
TalOT M CTAHOBATCA HaBSA34MBbLIMW, MPOrpeccupys B reHe-
pann3oBaHHble TOHMYECKMEe CyAoporn. MHTennexkTyanbHble
HapylleHns BapbUPYOT OT HE3HAYUTENbHbIX WM3MEHEHWUN
[10 TSXKENON AeMeHuMn. BO3MOXKHbI MO3XKEYKOBbIE Hapylle-
HUWS, PAcCTPOWCTBA pPeyn U NMcbMa, NoBeeHYecKke nameHe-
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Puc. 4. leBoyka 11 mec ¢ 6one3Hbto fowe 2-ro tuna*

* — oTorpagus nedataTeTcs ¢ NMCbMEHHOI0 COIIacHs POAUTENEN.

Puc. 5. PeHtreHorpacdus 6eapeHHbIX KOCTEN. BbipaxeHHbIN
0CTeonopo3s, atpodust KOPTUKaAbHOro cosa anadum3os,
KOHCONMAMPOBAaHHbIE NATONOrMYECKME NePenoMbl 1EBOM U NpaBoW
6eapeHHbIX KocTen. BapycHas yrnosas gedopmauunsa avadusa
neBon 6epeHHON KOCTK B 30HE nepenoma

HWS, aNU304bl NCUx03a. bonesHb 3aKkaHYNBaETCS NeTanbHbIM
MCXOAO0M B BapbupyloLMe CPOKK Ha GpOoHE NPOrpeccupyoLLmx
HEeBPONOrMYECKMX PacCTPONCTB. [MPOa0NKNTENBHOCTb KU3HM
60nbHbIX Npu BI" 3-ro Tna coctaBnseTr 12—-17 net, HO onuca-
Hbl cnydan 30—-40-neTHen BblxnBaemoctu [11].

MEXAYHAPOAHDLIE KPUTEPUU AUATHOCTUKHU

B COOTBETCTBUM C MEXAYHAPOAHbIMU KPUTEPUAMU B
HacTosllee BpeMs anarHoctnka bl cknagbiBaeTcs M3 psga
nocneaoBaTesibHbIX 3TanoB:

1. OGHapyKeHWe XapaKTepHbIX KIWMHUYECKUX MNPU3HAKOB
3a60neBaHms.

2. OnpepeneHue aKTMBHOCTH B-D-rioKo3unaassl B 1eNKOLUTaX.

3. MoneKynapHo-reHeTU4yecKkui aHanua [12].

MomnmMo cneunduryecKon AUarHOCTUKKU, CYLLECTBYIOT
onpeaeneHHble U3MEHEHUS, BbIIBASEMble PYTUHHbIMKU Nabo-
paToOPHO-UHCTPYMEHTa/IbHbIMW METOAAMMU.

Y 6onblMHCTBA NauueHToB ¢ Bl oTMevaloT Tpomboum-
TOMEHUIO, JIEMKOMEHUID W aHEMUIO KaK MposABAEHUS
runepcnneHnama. [pu ynbTpa3BYKOBOM McCCeaoBaHWM
WU MarHUTHO-PEe30HaHCHOW TOMOrpadun NeYeHU n ceneseHKn
onpeaenstoT o4arn Kak C NOBbIWEHHOW, TaK W C MOHWMKEH-
HOM WMHTEHCMBHOCTbIO CUrHana. 3T o4aru ABAATCA 30Ha-
MU ULEMUKN N GUOPO3a N3-3a NOBbILLEHHON MHOUABTPALIUK
KneTkamu lowe. Y 60/bHbIX C HEMPOHOMATUYECKUMK TUNaMu
Bl u3amMeHeHusl, BbiIBASEMblE MpPU 3NeKTPo3HLedbanorpa-
duun, HecneundbuyHbl, Yalle OHU MPOSABASIOTCS Ae30praHu-

30BaHHbIM 3NeKTpo3HUedanorpapmMyeckmm natrepHoM cHa,
ONCOYHKUMEN KOPKOBO-MOAKOPKOBbIX B3auUMOAEWCTBUMH,
OMCOYHKUMEN U pasfparKeHneM CpeanHHbIX U MOAKOPKOBbIX
CTPYKTYp, GOPMMPOBAHUEM BCMbIWEK MOAMMOPGHON 3Mu-
nenTMGOPMHOM aKTUBHOCTU M NAapOKCU3MaMu OCTPbIX MOK-
dasHbix noteHunanos [13]. Ha peHTreHorpammax npu bIr
BbISIBNAOT UCTOHYEHWE HaLKOCTHWUUbI, 3HAOCTasbHYlO 3Y6-
4aToOCTb W MOHUMEHHYID TPaBGEKyNAPHOCTb KOCTHOW TKaHMW.
OuncTtanbHble meTaduabl 6eapa B3ayBatoTcs B Buie «bynasbl»
UK «KONBbl», OHWU TaKXKe M3BECTHbI B IMTEPATYpE KaK «KOJ-
Obl dpnieHMenepar. TAKeCTb NopaxkeHns TpybyaTbiX KOCTEN
pasnMyHas — OT Klaccuyeckux gedopmaunin mMetadusos
Tpy64aTbiX KOCTEN [0 TAMXKENbIX MATONOrMYEeCKUX NepenomMoB,
04aroB JIMTMYECKOW [ECTPYKUMU M acenTUYECKUX HEKPO-
30B OJIOBOK 6efpeHHbIXx KocTen (puc. ). [eHcutomeTtpus
[EMOHCTPUPYET CHUXKEHWE MUHepanbHOM MAOTHOCTM KOCT-
HOM TKaHW W MCNONb3yeTca KakK AN paHHeW AMarHoCTu-
KW CUCTEMHOM OCTEOMNEHUU, TaK W 419 MOHUTOPUPOBAHUSA
3PDEKTUBHOCTH NIeYEHUS.

OAWOOEPEHLUANIbHAA AUATHOCTUKA

Mpn 1-m tMne Bl guddepeHumnanbHyto AUArHOCTUKY
cnepyeT NpPoBOAMTbL C pPa3HOO6Pa3HbIMU 3IK3OMEHHLIMU U
HacleACTBEHHbIMKW 3a60/1eBaHMAMM, COMPOBOXKAAIOLWMMU-
Ccsl BUCLlepOMErannen, ocTpbiMmM 60ASMKU B KOCTSX, KPOBO-
TOYMBOCTbIO (BUPYCHbIE renatuTbl, OCTEOMMENIUT, KOCTHbIH
Ty6epKynes, reModunns, rMuUKoreHos, 601e3Hb HaKOMIEeHUS
3dMpoB xonectepuHa, 6one3Hb HumaHHa—Ilrka Tmn B).

Bl 2-ro n 3-ro tMna anddepeHUnpyIOT C MHOAHTUb-
HbIMKU popMamMmn CHUHTONUMMAO30B C renarocnieHomeranu-
en (6onesHb HumaHHa-luKka T1nbl A u C), GM;-raHrmMosu-
[030M, ranakrtocnannao3om, 6one3Hblo BonbmaHa, a Takxe
BPOXAEHHOM OKY/IOMOTOPHOW arnpaKcuen [14].

NEYEHUE

BI' ctana nepsbiM 3aboneBaHWeM, And KOTOpPOro 6biia
pa3paboTaHa naToreHeTMyeckas GpepmeHTo3aMecTUTeNbHas
Tepanus. 3T0 eaAMHCTBEHHbIN 3QOEKTUBHbBI METOA NIEYEeHUS
BI, KOTOPbIM KyNMpyeT OCHOBHbIE KIIMHWUYECKUE NPOSIBIEHNS,
yaydlas KayecTtBO XU3HM NalLMeHTOB M He OKa3blBas Bblpa-
¥EHHbIX No6o4YHbIX 3adpdeKkToB. Mmurnouepasa (Lepesunm,
[xeH3anMm, Benukobputanus) — aHanor B-D-rniokosvaassl,
npom3soanTcs ¢ nomoubto AHK-peKoMOGMHAHTHON TEXHONO-
ruun. rog OAencTBUEM MMUIIOLEPasbl MPOUCXOAUT TMAPOSINS
rMUKONMNUAA oKoLepebpo3naa [0 MIoKOo3bl U Lepamuaa
no o6bl4HOMY NyTM MeTabonn3mMa MemOpaHHbIX JAUNUAOB.
Llepe3anm nokasaH Ana AnuTENbHOM 3aMecTuTenbHow dep-
MeHToTepanun y 60MbHbIX C MOATBEPHKAEHHBIM AnarHo3om bl
6€e3 rnopaxeHust HepBHOM cncTeMbl (TUN 1) UK C XPOHUYECKUM
nopa*keHMem HePBHOM CUCTEMBI (TUN 3), Y KOTOPbIX MPUCYTCTBY-
0T KIIMHUYECKM 3HAYUMble HEHEBPOIOrMYECKNE NPOSBIEHUS
3aboneBaHus [15]. B cBasu ¢ reteporeHHocTbio Bl fo3y npe-
napaTta 4na KaKaoro nauueHTta cneayeT noabupaTtb MHAMBU-
[lyanbHO, €e MOXHO NOBbIWATb UIN CHUXKaTb B 3aBUCUMOCTH
OT YCNELWHOCTU JOCTUKEHNSA TepaneBTUYECKMX LieNiel Ha OCHO-
BaHWW OLEHKW KIIMHUYECKUX NposBfeHUn. NepBoHavanbHas
no3a nmurnouepasbl coctansietr 30—-60 EA/Kr npy 1-m Trne
Bl v 120 E[/Kr npu 3-M TMne. MNpenapaT BBOAAT BHYTPUBEH-
HO KanenbHO MepneHHo 1 pa3 B 14 gHei. Ony6auKoOBaHbI
[laHHble No pe3y/nbTatam GepMeHTO3amMecTUTENIbHON Tepanum
y 605bHbIX ¢ 1-M TMNom BI, B TedyeHne 10 neT nonyyasBLUMX
nmuraouepasy. [poageMoHCTPMPOBaAHO 3HAYUTENIbHOE YCTON-
4YnBOE ynyylleHne COCTOSHUS nauneHToB ¢ bl KoTopoe oLe-
HUBaNM MO TaKMM NapaMeTpaM, Kak ypoBeHb remorniobuHa,
4YUCNo TPOMBOLMTOB, 06bEM NEYEHU U CENE3EHKM (eCnn 60Nb-
HOMY He NPOBOAMAN CMIEHIKTOMMIO), HANMYME KOCTHbIX 6onewn
M KOCTHbIX Kpn3oB [16]. MeToabl addpeKTUBHON Tepanuu ans
2-ro TMna He onucaHbl.



KomnneKkcHas Tepanus NposiBfieHM 0CTeonopo3a Hanpas-
NleHa Ha 3aMea/ieHue M NpeKpalleHMe NnoTepu KOCTHOW mac-
Cbl, NOBbILLIEHWE €€ NPOYHOCTH, NPEAO0TBPALLEHNE NEPENOMOB
KOCTeW U BKJTIOYaET Ha3dHavYeHne 6uchocdoHaToB, anbdaKasnb-
uungona, conemn KanbLmsa. CUMNTOMaTUYecKasn Tepanus cKenet-
HbIX OCNOXHEHWM npw BI: aHanbreTukn BO BPEMS KOCTHbIX
Kpn30B, aHTUbaKTepuanbHas Tepanus. [pu XMpypruyeckux
BMeLIATENbCTBAX CyLLECTBYET NOBLILWEHHbIA PUCK KpOBOTEYE-
HUA Y MIHOULIMPOBAHMKS.

KoHTposib 3a TeyeHuem 3aboneBaHus y AeTen Ha doHe
Tepanuu NpOBOAAT B COOTBETCTBUMU C PEKOMeEHAaLUSMMU
N0 MUHWMaNbHO HEO6X0AUMOMY MOHUTOPUPOBAHMUIO COCTOS-
HUs 60nbHbIX Npu Bl paspaboTaHHbiMM O6beaUHEHHOWN
MeXAyHapo4HOW rpynnon no uayyeHuto Bl Mpu aTOM KOH-
TpONb aHanM30B KPOBM Heo6XxoaAMmo MNpoBoAuTb 1 pas
B 3 MeC, KOHTPO/b pPa3MepoB MapeHXMMaTO3HbIX OpraHoB
(MO AaHHbIM YNBTPA3BYKOBOrO WCCMEAOBaHUSA, MarHWTHO-
pe3oHaHCHoOM ToMorpadun) — 1 pa3 B 6 Mec, a TaKkKe npu
M3MEHEHWUN J03bl W 3HAYUTENbHbIX KNTMHUYECKMUX OCIOKHE-
HUAX. COCTOSIHME KOCTHOM TKaHU KOHTPOAUPYIOT 1 pa3 B rog.
Oco6yto pofib NPU NPOBEAEHWM MOHUTOPUPOBAHUS B MpPO-
Liecce natoreHeTnyeckoro nedveHus bIr npnobpetaet onpe-
fLeNleHne aKTUBHOCTU XUTOTPMO3KAAa3bl, KOTOpas CUHTE3UPY-
eTca Makpodaramu, U KoTopas pe3ko nosbiweHa (8 100 pas
n 6onee) y 6onblIMHCTBa nauueHtoB c¢ bl Ha ¢doHe agek-
BaTHO nogo6paHHOM depMeHTO3aMeCTUTENbHOM Tepanuu
AKTUBHOCTb XMTOTPMO3MAa3bl 3HAYUTENbHO CHUXAETCS, YTO
CNYXWUT OAHUM M3 BaXKHbIX KPUTEPHUEB OLEHKN IPDEKTUBHO-
CTW neveHns. KOHTPONb aKTUBHOCTU XUTOTPUO3MAa3bl cneay-
eT npoBoanTb 1 pa3 B 4 mec [12].

C aHBapsa 2013 r. B Poccun ¢ uenbto npoBeaeHuss ®3T
naumveHtam c¢ bl 3apeructpupoBaH HOBbIM npenapaT Ans
BHYTPUBEHHOIO BBEAEHUS — BenarnoLuepasa anbda, npons-
BOAALLMICA C UCMOb30BAHUEM YETOBEYECKON TIMHUMN KITETOK.
AMWHOKMCNOTHasA NocneaoBaTeNbHOCTL Y NpenapaTta MaeHTUY-
Ha 3HOOreHHOM rnoKoLepebposnaase U UmeeT 6onee ASIMH-
Hble Llenu rMUKaHoB, codeprKallue 60nbliee KONMYeCcTBO MaH-
HO3bl, YTO 06MIErYaEeT ero UHTEPHaNM3aLUmMo Makpodaramu.

B CLUA n EC ans ne4yeHns B3pOcC/bix NaLMEHTOB ¢ 6051e3-
Hblo lowe 1 TMna He6oNbLIOKW UK YMEPEHHOW CTEMNEHU Bbipa-
KEHHOCTU B TeX C/yvasx, Korga He yhaeTcs MCnofib30BaTb
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®3T opobpeH murnycrat (3aBecKa), AeNCTBME KOTOPOro
HanpaB/ieHO Ha YMEHbLUEHWNE MTUKOCPUHIONUMUAOB, CUHTE-
3UpPyEMbIX B OpraHu3me.

OLUUBKU U HEOBOCHOBAHHbIE HABHAYEHUSA

CnneHakToMUS C neyebHOM Lenblo NpoTMBOMOKa3aHa
(3@ MCKNIOYEHMEM €AMHUYHBIX, PEAKUX Cry4YaeB crneuuanb-
HbIX MOKa3aHui). MNocne yaaneHus cene3eHkn Knetku fowe
B OCHOBHOM HaKanauMBaloTCA B NMEYEHWU, KOCTAX W NIETKMUX.
HapylieHne CcTpyKTypbl M GYHKLWUIK 3TUX OPraHoB BCneacTBue
«MCMNONb30BAHUA He MO Ha3HAYEeHWUIO» MNPUBOAUT K HEOO-
paTMMbIM NOCNEACTBMAM: Pa3BUTUIO LMPPO3a MNeYeHH,
nedopmaunmn KocTen U cyctaBoB, GUOPO3Y JIEMKUX U TaKe-
JIOM Nero4yHo-cepaeyHon HegoctaTtovHocT. Cpean 6OMbHbIX,
NepeHeCLLUNX CMIEHIKTOMMUIO, OTMEYEHA TaKXKe accoumaums
MEeXAy NOBbIWEHHbIM coAepXaHMeM TPOMOOLIMTOB B KPOBM
M OCTEOHEKPO30M, YTO MOXET ObiTb CBA3AHO C Pa3BUTUEM
BHYTPMKOCTHOro Tpom603a [9].

Mpun gokasaHHOM anarHo3e bl He HyXHbl MOBTOPHbIE MYyHK-
LM KOCTHOIO MO3ra v Apyrne MHBa3MBHbIE ANArHoCTUYecKue
MEepOoNpUATHS (TaKKe, KaK BUOMNCKS NEYEHU, CENE3EHKMN).

KpaliHe onacHO onepaTMBHOE /le4YeHWE KOCTHbIX KPU30B,
KOTOpble OLWWGOYHO pacCMaTpUBAIOT KaK MPOSIBNIEHUS OCTeo-
muenuta. JledeHne LOMKHO ObiTb KOHCEPBATUBHbLIM (MOKOW,
o6e36onunBatoLLMe npenapatbl, HabaoaeHne). PelleHne o Heo6-
XOAMMOCTH OMepPaTUBHbIX MEPOMNPUSTUI A0MKHbI MPUHUMATL crie-
LManuCTbl, UMetoLLMe OMbIT BEAEHUS U NIeHeHWst NaumeHToB ¢ bI.

Mpu BI' npoTMBONOKa3aHO Ha3Ha4YeHWe MMIOKOKOPTUKOU-
[10B (MpeaHU30/0Ha 1 A4p.) C Leblo KyMMPOBaHUS LIMTONEHHU-
4eCKOoro cuHgpoma.

He o6ocHOBaHO Ha3Ha4vyeHWe npenapaToB xenesa 60/b-
HbIM C pa3BepHyTOW KapTuHoW Bl Tak KaK aHemMus B aTUX
cnyyasx HOCUT XapaKTep «aHeMUM BOCNaNeHus» U TpebyeT
Nle4eHnss OCHOBHOro 3aboneBaHus, TO eCTb 3aMEeCTUTENbHOWM
depmeHTHOM Tepanuu.
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