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INTERACTION OF DOCTOR AND FAMILY
AS PLEDGE OF MANAGEMENT EFFICIENCY IN A CHILD
WITH OSTEOGENESIS IMPERFECTA

The article reveals the role of interaction between.a doctor, a child suffering from
osteogenesis imperfecta, and his family in providing-effective management of the patient.

AKTyaabHoCcTh. OJHUM W3 Pa3BUBAIOIIMXCS] HAMPABJICHUN MeauaT-
pHUU SBIAETCS OKa3aHUE MEIUIIMHCKON MOMOIIH JIETSIM, CTPAJatoIUM HECO-
BepiieHHbIM octeoreHe3oM (HO)'— penkum BpokIEHHBIM 3a007€BaHUEM.
HO Bctpeuaercs y 1:10-20000; B 6emopycckoil MOMYyIAIMN MOXET MPOKH-
Bath J10 500 manueHToB. (BeisiBiieHO Oosiee 100). XapakTepusyercs mnepesno-
MaMU MpYU MUHUMaIbHOM ' TpaBMe (B €€ OTCYTCTBHUE), KOCTHBIMU Aedopma-
UAMH, IKCTPACKEAECTHBIMU MPOSBICHUAMHU; MOXET HACJIEIOBAThCA WIIH
pPa3BUBATHCS BCICICTBUE CIIOHTAHHOW MyTalMU. DTUOTpomHas tepanus HO
HEe pa3paldoTaHa; KOMIUICKCHOE JIeYeHHEe BKIFOYaeT MOAM(UKAINIO o0pa3a
KU3HU, MEAMKaMEHTO3HYI0 Tepamuio (OmchocdoHaThl), OpTONEINISCKUE
BMEIIATENLCTBRA, peadunuTanuo. Ocodas «TpOHU3BIBAIOIIASH POJIb B BEIE-
Huu MaguenToB ¢ HO npunamiexutr panHemy U 3Qp(HEKTUBHOMY B3auMO-
JICHCTBUIO C BPAauOM IMALUEHTA U €r0 OKPYKEHUSI.

Marepuannsl u Meroabl. Ha ocHoBanum npukasza Munszapasa Pec-
myommku benapycs Ne 629 ot 11.06 14 r. Ha 6a3e V3 «MwuHCcKas o0aacTHas
JIETCKasi KIMHWYECKasi OOJBHUIIA» OPTraHU30BAHO OKA3aHUE METUITMHCKOM
nomomu naetsM ¢ HO. TlarueHTsl HampaBisioTCs Ha PECIyOJMKaHCKUIMA
YPOBEHb JUIsl YTOUYHEHMS JMArfHos3a, ClelHaIM3uPOBAHHOTO JICUCHUS, JHC-
NaHCEpPHOro HaOIoJIeHUs. B HACTOSIIMIT MOMEHT Ha y4€Te y MYyJbTHUAMC-
[UTUTAHAPHOW KOMaHJIbl CTIEIMATUCTOB PECTyOIUMKAHCKOTO 1IEHTPa COCTOUT
oosmee 50 cemeil C ycTaHOBJIEHHBIM/MpenojaraeMbeiM auarHozom HO,
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B KOTOPBIX ITpokuBaeT 6ojee 90 nmanuenToB, crpagatommx HO, 50 u3 koto-
PBIX — JIETH.

CoOcTBeHHBbIe HccenoBaHus. B paboTy nieHTpa BHenpeHbl HOPMBI
U METOJbl B3aMMOJICUCTBUSl Bpaya M MAllMEHTAa, MPUHSTHIE B MUPOBOM U
OTEUYECTBEHHOM MPAKTUKE, C yueToM ocobeHnHoctert Benenuss HO. [Tomumo
TPaJUIIMOHHOTO B3aMMOJICHCTBUS Bpaya B BUJE aMOyJIaTOPHBIX UHIUBUIY-
aJIbHBIX, CEMEHHBIX, TPYIIIOBBIX KOHCYJbTAIINM, BEJICHUS B MEPUO/] TOCIH-
TaJu3aluy, OPraHu30BaHO KOHCYJIHTUPOBAHUE U B3aUMOJICHCTBUE C.IIAITH-
€HTaMHU IOCPEICTBOM MOOWJIbHOW CBsi3u, WHTEepHET-TeXHOJIOruH \(3J1eK-
TPOHHAs MMOYTa, MECCEHKEPHI, CollMalibHbie ceTH). Llenblil psag ocobeHHO-
CTeH KIMHUYECKOW CUTYyallUM CIIOCOOEH BIIMSTH Ha YCICIIHOCTh YECTaHOB-
JICHUSI TaKOro B3auMojeicTBusi. Penkocth 3aboneBanusi W HEIOCTATOUHAS
MH(QOPMUPOBAHHOCTh O HEM KaK HACEJICHUS, TaK U OOJIbIIMHCTBA CIIeI1a-
JTUCTOB (BO3MOJKHAsI HEKOMIETEHTHOCTh, HETOTOBHOCTH K\ BEepUPUKAIINH
JIMarHo3a, OKa3aHWIO MOJIHOM M CBOEBPEMEHHONMEAULIMHCKON TTOMOIIIN),
HEJIOCTATOK Bpayell, CrelHAIM3UPYIONINXCS HAa BEICHUHU JAHHOW MaToJIO-
TUU U BIIAQJICIONIUX OCOOCHHOCTSIMU PA0OTHL/C TaKUMU TIAllMEHTaMU (BKJIIO-
yasi TICUXOJIOTMYECKUE HAaBBIKM), MOTEHUHAIbHAS, HeKypabenbHocTh HO u
Oonee 3HauMmasi (B CpPaBHEHHWHM CO MHOTHMU JIPYTMMHU 3a00JIEBAaHUSIMH)
pOJIb HEMETUKAMEHTO3HBIX METOJOB By JIeUeHHUU (BKJIOYas TMOCTOSHHYIO
MICUXOJIOTUYECKYIO MTOMOIIb MAIMEHTY W CeMbE, JJIUTEIbHbIE U MHOTOBEK-
TOpHbIE JIeUeOHbIE W PEAOWIMTAMUMOHHBIE MEPONPUSITHS TIPU MOCTOSIHHOM
KOHTaKTE CO CIENHAIMCTOM), BpOXKACHHBIA XapaKTep MaTojioruu (BHE3ar-
HOCTb TMOSIBJICHUS B CEMbe/Q0IbHOI0 peOEHKA) M HEPEAKOS HAIMUHUE B OJI-
HOM CEMbE HECKOJbKUX HOPaKEHHBIX 3a00JICBAaHUEM MAI[UEHTOB (MHOTJA —
B HECKOJIBKMX MOKOJIEHUSIX ); HEOOX0IMMOCTh MH(POPMUPOBAHUS U MOJTyUe-
HUS COTJacus 3aKOHHBIX MpE/ICTaBUTENEH I Ha3HAYEHUS JOCTYIMHOU Me-
JTMKAMEHTO3HOU~Tepanuy (BBHICOKHI YPOBEHb JOBEPHUS K CICIHATUCTY U
nH(pOPMUPOBAHUS UM MAIMCHTA U €T0 MPEJICTABUTENIEH) U €€ MOCIIeyIOIIee
npoBesieHHe ByyciaoBusx «off label», oTka3 marueHTOB (3aKOHHBIX TIPEACTa-
BUTEJEH. OONBHOTO PEOEHKA, B3POCIBIX MAIMEHTOB) OT MOKAa3aHHOTO UM JIie-
YeHUs (B TOM 4YHCJIE — [0 IPUYMHE HE YCTAHOBJICHHUS YCIICITHOTO B3aUMO-
JEHUCTBUSI CO CIECIIMAIUCTOM, HEJIOBEPHUS K HEMY, HeJocTaTka UHGOPMHUPO-
BAHHOCTH ), JUTUTEIBHOE TSHKEIOE TICUXOJIOTMYECKOE COCTOSIHUE MAllMEHTa U
€ro» CEMbHU, JIOCTYIHOCTh JUISl HAaceJIeHUs IpYyrux (He Bceraa aJeKBaTHBIX,
«KOHKYPHUPYIOIIUX» C MHEHHEM CHEIUAIUCTA) UCTOYHUKOB HHGPOPMAILIUU
(MHTEpHET, 3HAKOMbIC U POJCTBEHHUKH CEMbH, HEKOMIIETCHTHBIEC MEIUIINH-
CKHE paOOTHHUKU) — SIBJISIOTCS MPUMEPOM «KPUTHYECKUX» TOYEK B3aUMO-
JNEUCTBUS, BOBHUKAIOIIMX Yy CIELHAINCTA NpU BeAeHuu nanueHtoB ¢ HO.
BaxxHO Take OTMETHUTh, YTO COBPEMEHHON TAaKTHKOW BeICHHUS pPeOEHKa
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¢ HO sBasercst paboTa ¢ Takoi ceMbell MyJIbTHAUCIIUTUIMHAPHOW KOMaH/IbI
CHEIUATUCTOB (MIeuaTp, OPTOIe/l, peabUIUTONOT, TICUXOJIOT U T. 1.), KOOp-
JUHATOPOM KOTOPOWM BBICTYIIAET Bpay, CIECHHUAIU3UPYIOUIUMNCA B JICYEHUU
HO. be3ycnoBHa BaXXKHOCTh YCTAHOBJICHHSI YCHEIIHOTO B3aUMOJACHCTBUSA U
MapTHEPCTBA C CEMbEHN KaXX/10r0 U3 CHEIUAINCTOB, UTO SBIISIETCS €I11€ OJTHOM
0co0eHHOCThIO BeieHus nanneHToB ¢ HO. Cnenuanuctel pecmyOauKaHCKOro
IIEHTPa TAKXKE COJICUCTBYIOT B3aMMOIIOMOIIIM MAIMEHTOB B paMKaxX CO3/IaHMs
OOIIIECTBEHHOTO 00BEAMHEHUS, B3aUMOACHCTBUA JpyT ¢ Apyrom, CMU u ap.

HauamoM Takoro B3auMOJIEMCTBHS C BpauyOM SIBJISCTCS KOHCYJIbTaLIMs
CEMbH, WICHbl KOTOpou cTpamaroT HO u koTopas miiaHupyeT/OXHuAAeT pe-
oenka. [Ipu Hamuuuu HO y ponutens Bpady cieayeT MOMHHTb, YTQ B3pPOC-
JIBIA CaM MCTIBITHIBACT BIMSIHUE TPOOJieM (BKIIIOYAsi COUAIAbHBIE U HCUXO0JIO-
rU4ecKue), npucymux xu3Hu mogeil ¢ HO. OnHol U3 HUX, SBISETCS MO-
TpeOHOCTH B MPOIOJDKEHUH posia. OCBETIOMIEHHOCTH TAIMEHTA O CyTH 3a00-
JIEBaHUSI, YACTOTE€ €ro HACIEJOBaHUA, MPOCIIMPOBAHUE CBOETO >KU3HEHHOTO
MyTH Ha JIeTed, MPUHATUE PEIICHUS O MPOJIODKCHUH POJid SIBJISIETCS CYyIle-
CTBEHHOW MpoOaeMoii, TpeOyrolell peleHns, Ipy yHMacTHH CIIeHUaIncTa.
Ocobast ocTpoTa CUTyallMM MPUCYIIA TTPEHATATBHOMY BBISIBICHUIO 3a00Je-
BaHUS U MPUHSITUIO PEIICHUSI O COXpaHEHMU OE€PEMEHHOCTH, YTO BO3MOKHO
KaK B ceMbe, 3a0J1arOBpeMEHHO OCBEIOMIICHHOM 0 pucke HacieaoBanus HO,
TaK U B 3J0POBOM Ce€MbE (IpU CIIOHTAHHOW MyTanuu). Ei€ oqHuM acrexkrom
npobsieMbl (pu 000CTPEHHOM JKETaHUM POAUTENIeH MMETh 3I0pOBOTO pe-
OEHKa) SIBJISIETCS TUIAHUPOBAHUE MOCICHAYIONINX JETEH MPU HATMYUU B CEMbE
pedenka ¢ HO. Poxxnenne peO8HKa — cTpecc I pOAUTEIICH, a MOSBICHUC
0o0JIbHOTO peOEHKa (0COOESHHO; C HEM3ICUNMbBIM 3a00JI€BaHUEM) — TICUXO0JI0-
ruyeckass TpaBma. lIpu HO BO3MOXEH MIMPOKWN CHEKTP CHUTYyallUd — OT
BHYTPUYTPOOHOM (THOEHM Tuioja (THOENnM MOocie PpOoJOB) A0 POXKICHUS
BHEIIIHE 3/I0POBOrO peOEHKa. B TUNMMYHOM cCilydae — BBISIBJICHUE BHEITHUX
cumniromoB HO, Manudectupyromumx nepesioMoB (MHOT/IA JIAHHBIX CEMEWHO-
ro aHaMHE3a), [10CJIe POJIOB OMpeIesisieT Bepu(MUKAIIUI0 U COOOIICHUE JTha-
rHO3a. poauTesisiM. YacTo TsKeCTh COCTOSIHHSI PeOEHKA B TMEPBBIC MECSIIBI
TpeOyer €ro pa3oOImieHusl ¢ MaTepbio IS JiedeHUs. PaHHee m ycremHoe
B3aMMOJICIICTBUE CO  CIEHUAIUCTOM MPEAYNPEXKTAET BO3HUKHOBEHUE
CEPBbE3HBIX TMOCIEACTBUN (OTKJIOHEHUS B 3/I0POBHE POJAMTENEH, CYULHU],
OoTKa3/HaHeceHue Bpeaa peOEHKy). Bpauy BaKHO y4YHUTHIBATh MEXKJIMYHOCT-
HbIE B3aMMOOTHOIIICHUSI B CEMbE pEOEHKA: BO3MOXKEH Pa3pbIB OTHOIIEHUH,
HErOTOBHOCTh CYNPYIOB K COXpPaHEHHUIO Opaka, COBMECTHOMY BOCIUTAHUIO
pedénka; Hepeako crpanaromii HO poauTens UCHBITHIBAET «BUHY» MHEpeE
yHacnenoBaBmM HO peGEHKOM, uleHaMH CeMbU; BO3MOXXHO COKPBITHE
ot cynpyra Hannuust HO.
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Crneunduyeckoit mpoOIeMo sABISETCS TNPUMEHEHHWE B JICUECHUU
oucdocdonatoB (y aereit HazHauaroTcs «off label»). K mpobneme poxne-
HUS 00JIBHOTO peOEHKa M00aBIsIEeTCS HOBass — HEOOXOAUMOCTD C/eaTh BhI-
O00p MEXIy >KellaHHEeM IMOMOYb PEOEHKY M CTpaxoM NPUMEHEHUs HE N0
KOHIIa MCCIEAOBAaHHOTO JieueHus. ToNbKO chOpMHUpPOBABIICECS JTOBEpUEC B
COUETAaHUU C UCUEPIbIBAIOIIEH MHPOpMAIUEl OT Bpauya 00ECIIEUYUBAET OCO-
3HAHHOE COTJIaCMe POJUTEICH Ha TPOBEACHUE JICUCHUS, CHIDKACT PHUCK
OTKasa OT JICYEHHs, MOBBIINIACT KOMIUIAMECHC, JeJacT WX CTOPOHHHKAMHU B
00pbOe ¢ 00JIE3HBIO.

Hewnzb6exxHO cTpemiieHne pOIUTENCH CO3/IaTh «XPYIKOMY» pPEOEHKY
oOeperaronue ycioBus. Bo3HUKAIONIME B TaKUX CIIydasxX «THICPOICKAY,
CTpax Mepe]] «IUIIHUMY» MPUKOCHOBEHHEM MPHUBOAAT K UMMOOMIM3AINH,
neunuTy HeBepOAThbHOTO B3aMMOJCUCTBUS, YTO HApyIIAeT pa3BUTHE De-
O¢HKa, TOPMO3HUT YyKpeIUleHHe ckeineTa. [lake yCHeuHo mpeoaoJieBIIne
3TOT Oapbep POAUTENTH CHOBA CTAIKMBAIOTCS C HAM P HAMpaBICHUU pe-
oc¢nka B JIJIY, mkony, BY3. [logo6HOE OTHOIIEHUE HEPEAKO KYJIbTUBUPY-
€TCS U HEKOMIICTCHTHBIMU MeIpabOTHHUKAMM, . YTO BEAET K M3OJAIHUH pPe-
OEHKa, CHIDKCHHUIO KadecTBa XKU3HM, CHIDKEHHIO) COIMATLHON aJanTallni,
JOCTYITHOCTH MEIWIIMHCKOHN ITOMOIIH U 00Opa3oBanus. B cuimy psaa nmpuanH
(TspKecTh 3a00JIeBaHMs, OTCYTCTBUE JICUEHHUS; 0€30aphepHOr0 OKPYKEHUS,
CPEIICTB TepeABMKEHHU, TIepesioMbl U ap.) Aetu ¢ HO u 0e3 rumeponexku
MOJIBEPKEHBI UIMTEIIbHON M30JAHUM U MMMoOuIr3auu. Baxkno (Bo B3au-
MOJICICTBHMU CO CHEIHUAIUCTaMU) O0CCHEeYMBATh PACIIMPEHHUE IABUTATENb-
HOM aKTUBHOCTH, COITMAJILHON HMHKIIO3UM peOEHKA, PEIICHUI0 MHOYKECTBA
IpyTux MpoOJeM, CBI3aHHBIX ¢ HU3KOW CaMOOIICHKOW (HATIW4Yue BHEITHUX
MIPOSIBJIICHUI 3a00JIEBAHMS — HECOBEPIICHHBIA JCHTUHOTEHE3, IBET CKJIED,
nedopmaruu, 3aae€pkKKa (DU3NIECKOro pa3BUTHSA, TIIyX0Ta), HEYBEPEHHO-
CTBIO B COOCTBEHHBIX CHJIaX, HEJIOCTATOYHON TOJEPAHTHOCTHIO OOIIECTBA,
HECITOCOOHOCTBIO K COIMAJIbHOM ajanTalud, B3aMMOOTHOIICHUSM CO
CBEPCTHUKAMMU, BCICACTBUC IUTSIHPHOW HM3OJSIIIUN, YaCTOTO BOCIUTAHUS
B HEMIOJAHOW, CEMbE.

BeiBoabl. PanHee u ycrnemHoe B3aMMOJICHCTBHE TNAIMEHTa W €ro
ceMbU CO'CIEIMAIUCTOM MpHU BeAeHUHU ped&nka, ctpanatomero HO, coneii-
CTBYET TMOBBHIIICHUIO KOMILJIalieHCa Mal[MeHTa JICYEHUI0O U €ro OoJbliel
3¢ (HEKTUBHOCTH, TTOBBIIICHUIO KaU4eCTBA )KU3HU U COIMAIBHON aJlalTallkH.
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