Nevawui spay N209, 2019

BonesHb MNowe: opcaHHoe 3aboneBaHue B NpakTUKe neguarpa

T. A. bokoBa

B nocnepHue rogbl 0cob0e BHMMAHWUE B Hallel CTpaHe yaenseTcs npobneme paHHein AMarHoCTUKN U NeYeHUst opaaHHbIX
3abonesaHuin.

Penkue (opdpaHHble) 3a60NeBaHnsi — 3TO BCTPEYAOLWMECS C ONPeaeneHHoM YacToTOoM XM3HeyrpoXxatowme nnm
XpOHMYEecKune nporpeccupytowme 3abonesaHns, npueoasiume 6e3 neYyeHnst K CMEPTM UK NOXUIHEHHOW UHBaNMAN3aLnm
naumneHToB. Ha ceronHs B Mupe nx HacumtbiBaetcs 6onee 7,5 Toicsiy. BONbWUHCTBO U3 HUX 0OYCNOBNEHO FreHeTUYECKMMM
OTK/IOHEHWAIMU, CUMNTOMbI MHOTUX 13 HUX MOTYT BbiTb OYEBUAHbI YK€ C POXAEHUS UMK Xe NPOSIBNSTLCS B IETCKOM, peXe
B 6onee cTapwem BospacTe. B 2012 r. npuHat denepanbHolit 3akoH oT 21.11.2011 Ne 323-d 3 «O6 ocHoBax oxpaHbl
300poBbs rpaxaaH B Poccuiickon denepaunmn», B KOTOPOM BrepBble Ha rocy4apCTBEHHOM YPOBHE BBEAEHO MNOHATHE
penkux (opgpaHHbix) 3abonesaHwuii. B Hawel cTpaHe K opgoaHHbIM OTHOCATCSA 3a60/1EeBaHMs, KOTOPbIE UMEIOT
pacnpocTpaHeHHocTb He 6onee 10 cnyyaes 3abonesaHunst Ha 100 000 HaceneHus (ctaTtbs 44). OoHUM 13 3a60eBaHwii,
BK/IIOYEHHDBIX B rpynny opdoaHHbix, siensieTcst 6onesHb Mowe (kon no MKB-10 E75.2 — «Opyrue coMHronMnmaosbl»).

BonesHb Nowe (BIN) — Hambonee Yactas oopMa HacNeACTBEHHbIX DEPMEHTONATUNIA M3 FPYNMbl IM30COMHbIX 60Ne3Hel
HakonneHus. Tun HacnenoBaHNs — ayTOCOMHO-peLeCcCuBHBIN. [TpucyTCTBME OBYX MyTaHTHbIX annenemn reHa
accoLMUpyeTCs CO 3HAYUTENbHBIM CHUXEHUEM (MeHee 30% OT HOPManbHOMO YPOBHS) KaTanMTnyYeckoin ak TMBHoCTU 3-D-
rnoko3maassl (rokouepebpoanpassl), YTo NPMBOAMT K HAKOMIEHMIO B IM30COMax Makpodaros raokouepebposmaa. e
rnokoLepebpoaunpasbl kapTmposaH Ha xpomocome 1g21. Yactota BIN B obuweit nonynsiuum coctasnsiet 1:40 000—1:60 000;
cpelu eBpeeB-allkeHasm (Bbixoaues 13 BoctouHoi EBponbl) — 1:450—1:800 [1]. BospacTt MmaHudecTaumm 3abonesaHums
WMPOKO BapbupyeT — OT POXAEHUS 0O CTApOCTU.

B 3aBMCMMOCTM OT KNMHMYECKOro TedeHns Bolaenstot 3 Tuna blr:

e TN 1 — HEHeNnpoHOMNaTUYECKUIA;
® TUM 2 — NHAAHTUNbHBIA U OCTPLIA HEMPOHONATUYECK I,
e TN 3 — NOAOCTPbIA HEMPOHONATUYECKUNA.

Twn 1 aBnsieTca cambiM 4acTbiM. B oTnnyme ot 2-ro n 3-ro Tnnos npun 0aHHOM TuUne HepBHasd cucTema B naTonornyeckun
npouecc He BoBnekaetcs [1—4].

Mpwn BI" 1-ro Tna 0OCHOBHBIMW KNNMHWYECKMMIU NPOSBNEHNSMUN SBNSIOTCS: 3aAepXKa oU3nyeckoro 1 NofoBoro passntns,
renaTocnieHomeranus, remopparm4eckuii 1 aCTEHNYECKMA CUHOPOMbI (ACCOLMMPOBaHbI C TPOMBOLMTOMNEHNER, aHeMUe
UM NaHuMTOoNeHnein), HapyleHne NOABUXKHOCTM B CycTaBax, MaTonornyeckme nepenomol, 60m B KOCTSX (KOCTHble
Kpu3bl).

Hanbonee paHHuM npuaHakom BIC 1-ro Tuna 3abonesaHuns sBnsieTcs cnneHoMeranus. CeneseHka MOXeT yBENNYMBATLCS B
pasmepax B 5-80 pas. Mo mepe nporpeccmpoBaHns 3aboneBaHns U yBeNMYEHUS Ppa3MepoB OpraHa BO3MOXHO pasBuTHe
NHGAPKTOB MW paspblBa CeNe3eHkn C BOSHUKHOBEHMEM paTanbHOro KpoBOTEeYeHMs. [fenaTomeranvs eobipaxeHa B
MEHbLUEl CTEMNEHN 1 pa3BUBaETCS, Kak Npasunno, B 6onee nosnHne cpokn 3abonesaHns, Npu 3ToM OYHKUMS NeYeHn He
cTpapaeT. [eMopparuyeckuii cuHapoM, 06ycnoBneHHbI TPOMOOLMTONEHNEN 1 HAPYILEHWEM PYHKLMK TPOMOOLMTOB,
NpPosIBNSETCS B BUAE PA3BUTUS MOAKOXHbIX FTEMATOM, MOBbIWEHHON KPOBOTOUYMBOCTM CIM3NCTLIX 0060/104€EK, ANNTENbHbIX
KPOBOTEYEHUI MOCNE ManblX onepaTUBHbIX BMeWaTeNbCTB, SKCTpakLuum 3y6oB, MeHopparuii u np. MNMopaxeHne KOCTHO-
CYCTaBHOI CMCTEMbl MOXET NPOTeKaTh Kak B BUAe 6eCCUMMNTOMHON ocTeoneHun 1 konboobpasHoi aedopmauu
ancTanbHbIx 0TAenoB 6enpeHHbIX KocTel (konbbl SpneHmMeliepa), Tak U B BULE TSXENeNWero ocTeonopoaa,
COMPOBOXAAOWEroCs MHOXECTBEHHbLIMW NaToNOrMYeckmMm nepenoMam 1 NeMmnyecKnMmn Hekpo3amm, NPUBOASLLNM K
pPasBUTUIO BTOPWYHBIX OCTEOAPTPO30B U TSAXENbIX HEOBPATUMbIX OPTONEANYEcKUX fedpekToB. Y TpeTu 60NbHbIX
oTMevalTCcs XpoHuyeckune 60nm B kocTsax. OHM MOTYT NPOTEKaTb B BUAE KOCTHbIX KPU30B — MYUYUTENbHON, MHTEHCUBHOM
6onu, yawe B 061acCTV HUXHUX U BEPXHUX KOHEYHOCTEN, CONMPOBOX AaoWeNcs runepemmein u 601e3HEHHOCTbIO B
obnacTu CycTaBoB, CHUXEHUEM ABUraTeNbHON aKTMBHOCTU, MMXOPAAKONA, 03HOOOM, NOBbILEHUEM YPOBHS MapKepoB
BOCNaneHus (NenkoumnTos, NoBblWeHHas CKOPOCTb 0CeAaHns 3puTPOLINTOB).

Mpw BI" 2-ro Tuna KNMHMYecKne CMMMNTOMbI NMPOSIBASIOTCS Y€ Ha NepBOM rofy XMW3HU, 4acTo yXe B NEePBOE Mosyroave.
3abonesaHune nMeeT BbICTPO NPOrPECCHPYIOLLEE TEYEHNE U XapaKTEPU3YeTCs 3a0ep>XKOoi NCUXOMOTOPHOIO PasBUTUS C
noTepel paHee NPUOBPETEHHbBIX HABLIKOB, HAPYLIEHUEM FOTAHNS, YACTO OCNOXHSIIOWMMCS acnPaLVOHHON MHEBMOHMED,
Tpn3MoM, BunatepanbHbIM (PUKCMPOBAHHBIM KOCOT 1a3uneM, runeppedpnekcmeri, NonoXuTensHsIM cumntomom BabuHckoro,
NpOrpeccupyolLei CnacTUYHOCTLIO C peTpakUmMen Wwem, NPUCTynamMm TOHUKO-KTIOHNYECKUX CYLA0POr, PE3UCTEHTHbIX K
TPaAMLMOHHOM NPOTUBOCYLOPOXHON Tepannuu, pasBUTUEM renaTocrieHoMeranum.

Mpwn BI" 3-ro Trna HeBponOrnyeckmne NPOSABNEHNS CXOOHbI C TakoBbiMK Npu BIM 2-ro Tuna, HO BO3HUKAIOT, Kak Npasuno,
nos3xe (B 5-6 net 1 cTapiue) 1 NpoTekaloT MeHee BblipaXeHHo. [1ns faHHOro TMna xapakTepHbl OKY/TOMOTOPHbIE



paCCTpOVICTBa, SKCTpanupamMmaoHasa n MO3Xe4dkKoBble HapyleHus, reHepann3oBaHHble TOHUKO-K/TOHUYEeCKme Cyooporu,
MUOKNTIOHUN. CHUXEHNE NHTENNEKTa MOXET NPOSBNATLCS OT HE3HAYNTESIbHBIX U3MEHEHWI BMOTb 40 TAXENON AEMEHLNN.
TeyvyeHue 3aboneBaHns MeaneHHo nporpeccupytoulee.

HunarHocTtuka BI" ocHOBbIBAETCS Ha BbISIBNIEHUM XapakTepHbIX KNIMHUYECKMX NPOABNEHUA — 3a8epXKa nsnyeckoro 1
NonoBOro pa3BnTus, acTeHunyecknin CMHOPOM, NnoBbllleHHas KPOBOTOYMBOCTD, 6011 B KOCTSIX 1 CycTaBax,
renartocnneHomerannsa, ykasaHme B aHaMHe3e Ha nepesiombl, peXxe — HeBpoiorn4yeckas cmmntomMaTtika B suge
rnasoaBuraTenbHoOm anpakcum nunm cxonsuierocs Kocornasumg, atakCumn, CHUXeHue nHTennekTa n ap., Ha U3BMeHeHUsx B
KNMHNYEeCKOM aHanmse Kposun — TpOM60LI,I/ITOI'IeHVIFI, neI7IKOI'IeHVI9I, aHeMnsa Unn naHUuMToneHnsa, Hanmdmne npu3Hakos
renatocnneHomeranuu npu Y3 opraHos 6piolHOn NONocTu, BbiIBNEHE OMPY3HOro 0CTEONOPO3a, KonboobpasHoi
,J:I,ed)opMaLl,l/ll/l ANCTanbHbIX OTAOENIOB 6e}:l,peHHbIX N NpokcuManbHbIX OTOEN0B 60ﬂbLIJe6epLI,OBbIX KOCTeI7I, o4yaroB OCTeo-
nunaunca, 0CTeockneposa n 0OCTEOHeKPo3a Mo AaHHbIM MarHUTHO-pe3oHaHcHOM Tomorpadun (MPT) nnu peHTreHorpacum
KoCTel ckeneTta, Nnatonornyeckux nepenomos. lNposeaeHne MopgoNormyeckoro uccnenoBaHns KOCTHOro Mosra
NO3BONSIET BbIABUTb KNeTku [Towe n OOHOBPEMEHHO UCKTIYNTb AMNArHo3 remobnacrosa unm nI/IMCbOI'IpOHI/Iq)epaTI/IBHOFO
3aboneBaHns Kak NPUYNHbI LUTONEHUU N renaTtocnneHomMeranmn.

«30M0TbIM» CTAHOAPTOM auarHoctukum Bl aBnsieTcs onpeneneHne akTMBHOCTU B-D-rnokoanaasbl B nenkoumnTax (cyxme
nsTHa KpoBn) — Npun BIC oHa cHMXXeHa. TakxXe AnarHoCTUYECKMM MapkKepoM MOXET SIBNISATbCS NOBbIWEHNE aKTUBHOCTU
XUTOTPUO3nAasbl — rmApOINTUYECKOrO (PepMeHTa, CUHTE3NPYEMOr0 ak TUBMPOBAHHBIMM Makpogharamu B CbIBOPOTKE
kposu, n HK-gnarHocTuka.

OcHoBoli natoreHeTuyeckoro nedyexms bIN aBnsetcs nposeneHne cpepmeHTosdamecTutenoHoin tepanum (P3T) (nokasaHa
npu BI" 1-ro n 3-ro Tunoe). MNMpwu BI" 2-ro TMnNa oHa He adhhbekTUBHA (Npenapat He NPOHMKaEeT Yyepes
reMaTosHuedannyeckuin bapbep).

Ha cerooHsWwHMin geHb Ha pOCCI/II7ICKOM (*)apMaLl,eBTI/I‘-IeCKOM PbIHKE NpeacTas/ieHbl cnenytowne npenapartbl AN d3T:

e umMUrnoLepasa — pekoMbMHaHTHas riokouepebposnnasa, CUHTe3NpyeMas KNeTo4YHON NMHNER, NONYYEHHOR 13
SANYHMKOB KUTANCKMX XOMSYKOB;

e Benarnwouepasa anbga — ouneHHas goopma gpepMeHTa rikoLepebpoanaassl, NonyyeHHas NnocpencTBOM
TexHonoruym pekombuHaHTHo JOHK nnHWMM YenoBeyeckmnx KneTok.

B cBs3M ¢ reTeporeHHoCTbIO 3aboneBaHns f[o3a hepMEHTHOro npenapara ans kaxaoro 60n1bHoro nogbvpaertcs
nHausmayanbHo (ot 30-60 EL/kr Ha BBeaeHume npu 1-m Tmvne go 120 EL/kr npu 3-M Tvne) n BBOAUTCS OAUH pas B 2
HeZenu B/B kanenbHo. J103a MOXET NOBbLIWATHCS UM CHUXATbCS B 3aBMCUMOCTU OT CTEMEHN AOCTUXEHMNS
TepaneBTUYECKOro achdexkTa Ha OCHOBAHUM OLEHKW KNTMHUYECKNX NMPOSBIEHNIA.

BaxHO NOMHUTL, 4TO OWMBOYHO U HeoBocHOBaHHO Npu BT NpoBeAeHMe CNNEHIKTOMIU, Tak Kak 3TO MOXET NPUBECTU K
pPasBUTUIO TSAXENbIX NMOCNEACTBUA: LMPPOo3a neveHun, nedoopmaLmii KOCTER U CycTaBoB, KOCTHbIX KPU30B, hnbpo3a nerkux,
NMPOBELEHNIO MOBTOPHbIX NYHKLMIA KOCTHOFO MO3ra 1 APYrnx UHBA3MBHbIX ANArHOCTUYECKUX MEPONPUATMIA (Broncus
MeyeHn, Cene3eHKn), onepaTMBHOMY NIEYEHMIO KOCTHBIX KPU30B (4acTo OWMBOYHO paccMaTprBatoTCs Kak NposiBAeHns
OCTEOMMENNTA), HA3HAYEHUIO KOPTMKOCTEPOMIOB C LieNbio KyNMpoBaHUS LMTONEHNYECKOro CUHAPOMa U NpenapaTos
xenesa (aHemus npy BI" HocKT xapakTep «aHeMmn BoCNaneHms»).

B kayecTBe KNMHMYECKOrO NpMMepa NpuUBOANTCS CTopus pa3sntus pebeHka A., 2004 r. poxLeHus.
JnarHos: 6onesHb Mowe 3-ro Tuna (E75.2) (romo3uroTHas mytaums L444P B reHe GBA).

OcrioxHeHns: cMewaHHblii TeTpanapes. Cumntomatnyeckas chokanbHas snunencus. Kocornasme coapyXecTBeHHoe
cxojsueecs anbTepHupyiolwee. HapyweHvue ncuxopeyesoro passntusa. KnuneengHasa nedopmaumns rpyaHon KneTku.
I"pyaHoit kngoos Il cT. S-06paszHblii neBocTopoHHMA ckonuno3 Il ct. OcTeonopos. MenatocnneHomeranusi. BropnyHas
avnataumoHHas kapavomuonaTtus. HK 0 cT.

AHaMHe3 XU3HY: Manbyrk 0T NepBoil 6epeMeHHOCTH, NpoTekasLwel 6e3 0CNOXHEHWA, PoAbl CPOYHBIE, BEC NMPU POXAEHNM
3330 r, onvHa 54 cMm. PaHHee pasenTtre 6e3 ocobeHHocTel. B Bo3pacTe 2 Mec BbISIBNEHO CHUXEHMWE YPOBHS reMornobuHa
0o 98 r/n, no aaHHbIM Y3 — cnneHomeranus. PebeHok nonyynn ABa Kypca Tepanvu npenapaTtamiu Xenesa, 0aHako
3Ha4MMoro adpgpekTa nonyyeHo He Hbino. C 0AHOMO rofa Ha poHe runepTepmMmnn 1 ebpunbHbIX Cyoopor CTano
OoTMeyvaTbCs cxogsieecs Kocornasue.

B Bo3pacTte 1 r 3 Mec ManbyuK rocnMtann3npoBaH B reMaTofiormyeckoe oTaeneHue, rae nposefeHa ctepHanbHas
nyHkums. B nyHkTaTe BbisBneHbl knetku Nowe. Mo gaHHbiM Y 3W: renatocnneHomeranms (neveHb +4,5 cM, ceneseHka ao
+20 cM u3-nop kpas pebepHoi oyru), B aHanM3e KpoBU CHXeHWe YpoBHs remor nobuHa po 90 r/n; TpombountoB — ao 114
Thic. En/mMkn. O6pasubl KpoBM HaNpPaBieHbl Ha FEHETUYECKOE UCCNIeN0BaHME, B pe3ynbTaTte KOTOPOro yCTaHOBEHO
CHUXEHUE aKTUBHOCTU doepMeHTa B-D-rnoko3ngasel oo 1,8 HM/Mr/4ac v noBbllWEHNE YPOBHS XMTOTpUo3maassl Lo 951,6
HM/mn/4yac. MpoeeneHa OHK-anarHocTrka — obHapyxeHa roMo3nrotHas Mytaums L444P B reHe GBA. MoateepxaeH
nmarHos: 6onesHb lNouwe.



B BospacTte 1 1 6 mec (04.2006 r.) pebeHok Hayan nonyyate @ 3T npenapaTom nmurioLepasbl B Aose 40 ea/kr B/B 1 pas B
14 pHeit. Mpw KOHTPONbHOM 06CNenoBaHMM Yeped 6 Mec OT Hayana Tepanum 0TMeYaeTCs CoKpalleHne pa3mMepoB NeyeHm
(oo +2,5 cm) 1 ceneseHkn (Oo +12 cM n3-noa kpas pebepHoli ayru); HopManuaauus nokasartenei Kposu (remMornobuH —
121 r/n, TpoMboumnTbl — 214 Thic. En/Mkn). OpHako ¢ 5 net y pebeHka cTanu oTMeyYaTbCsl NPUCTYMbl NOBbIWEHHO
COHNMBOCTY C HAPYLWEHNEM LbIXaHWS, LMaHO30M HOCOrYOHOro TpeyronbHMKa, CyA0POXHbBIMA OBUXEHUAMA PYK,
runepcanueauven, NnosTopsoWwmecs 0o 5—7 pas B CyTKU; NepMoLMYHOCTb NpucTynos coctasnana 1 pas 8 7—10 gHei. MNpwu
obcnenoBaHMM No AaHHBIM 3NEKTPO3HLEeanorpadum NaTonorMm He BolsiBneHo, Ha MPT ronoBHoOro mMoara yctaHoBneHa
YMEPEHHO BblpaXkeHHas BTOPUYHAS BEHTPUKYNoMeranms 60KOBbIX XenynoukoB. PebeHoK KOHCY nbTUpOBaH
MCUXOHEBPOOroM, B Tepanuio fobasneHbl npenapatsl BanbnpoeBO KMCN0TbI MPONOHTMPOBAHHOMO AENCTBUS,
neBeTvpaleTamMa aurmapoxnopuaa u tonvpamarta. losa npenaparta @ 3T nosbiweHa oo 120 en/kr.

3a 2 roga KOMNIeKCHo Tepanuu, BKYatowel BbiCOKMe 403bl MMUToLepasbl, y pebeHka ynyyimnmcs nokasarenm
PU3NYECKOrO Pa3BUTKSA (PUC.), YMEHBLWNINCD Pa3mMepbl NEYEHN N CENE3EHKN, YNYHIIMNACh CTPYKTYpa UX NapeHXUMbI,
CHM3MCS YPOBEHb XUTOTPMo3uaasbl (0o 527,5 HM/mn/uac). OTMevaeTcs NONOXUTENbHAS AMHAMUKA U CO CTOPOHbI
HEBPONIOFMYECKOro cTatyca: ucue3HoBeHne cumntoma I'pedoe, HapacTaHne MbIWEeYHOro TOHYCa, YNy4lleHne
KOOPAMHaTOPHbIX 1 ABUraTeNbHbIX HAaBbIKOB, aKTMBHAas HapaboTka cnoBapHoro 3anaca (6onee 20 cnos). OnHako
COXpaHsieTCsl CXOAsIEeecs KOCor nasue.

Puc. Knunnyeckuii npumep — peéenox A., 2004 r. poxaeHus
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