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KJIUMHUYECKHNHN CJIYYAU BTOPUYHOTI' O AMMJIONIO3A
IMOYEK, ACCOIIMMPOBAHHOTI'O C BPOKJIEHHBIM
BYJUIE3HBIM SIIUJIEPMOJIU30M

Pyoan A. I1.
I'YO «benopycckas MeIUIIMHCKAs aKaJeMHUS [TQCIICIUIIIIOMHOTO
oOpa3oBaHus», . MuHek, benapych

BBenenne. BpoxaeHHbl Oyiie3Hsiii  snuaepmonn3 (BbBD) —
rpyrmma r€HETUYECKU 00Y.CIIOBIICHHBIX 3a00JIeBaHU,
XapaKTePU3YIOIIMNXCS CKIOHHOCTHE) KOXKH W CIM3UCTHIX O0OJOYEK K
pPEeLMAUBUPYIOIIEMY O00pa30BAHUIO, IMy3bIpEli B MeCTaX MHHHUMAaIbHOMU
MEXaHUYECKOW TpaBMbl B _PE3yNbTaTe BPOXKJICHHON HEMOIHOIIEHHOCTH
AIIACTUYHBIX BOJIOKOH KQXKH MM Ae(dEKTOB aare3un kepaTuHonuToB. Ha
OCHOBAaHHUHM OCOOEHHOCTEH \ MOPPOIOTUYECKUX DJIEMEHTOB C YYETOM
YPOBHS MOPaXEHUS IHUAEPMUCA, XAPAKTEPHOU JIOKAIU3AIMU, a TaKKe
JTMHAMHUKH My3bIpell U.Ap0o3ui BBIJEISIOT IBE OCHOBHBIE (popmbl BBD —
NpoCTyIo U gucrpoduueckyro. [Ipu npoctom Oyiae3HOM 3MUAECPMOITU3E
ny3blpy  @Opa3ylOTCs HAa YpPOBHE KEPAaTUHOIUMTOB 0a3aJbHOTO CJOS
(MHTpa3MUIEPMaIIbHO), 3aKUBJICHHWE TPOUCXOIUT O3 0o0pa3oBaHMS
pyoumoB< M  TPOrHO3, KakK TMpaBWiio, OsaronpusaTHbeId. [l
aucrpoduueckoir ¢hopmbl BBD xapaktepen Oosiee riayOOKHil ypOBEHb
nopaxkeHus:  snujuepmuca  (mox  OazanpHOM — MeMOpaHoi), ¢
COOTBETCTBEHHO 0o0jiee TSDKEJIBIMUA KIMHUYECKUMU TPOSBICHUSIMH,
MEIJICHHOM JUHAMUKOM Tpolecca u  00pa3oBaHUEM PYOIIOBBIX
aneMeHToB. [IporHo3 HeOJarompusaATHBIM, BIUIOTH JIO JIETAJIbLHOTO
ucxona. IlanmeHTsl mOrHMOAIOT OT  Pa3UYHBIX  OCJIOKHEHHM
3a00JIeBaHUs, TAKUX KaK aMHJIOWJI03, CENTUYECKUE MPOolecChl Ha (oHe
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BTOPUYHOTO HUMMYHOAC(HUIIUTHOIO COCTOSIHUS, KapuuHoma, HepuT,
Kaxekcus u T.1. Ocoboe BHUMAHHE 3aCIyKMBAE€T aMUJIOUI03, CI0KHOE
HapyLICHUE OEJIKOBO-YTJIEBOAHOTO oOMeHa, pa3BHUBAIOLIEECS
BCJICJICTBUEC  XPOHMYECKMX  HArHOUTEIBHBIX  MPOILECCOB  JIMOO
MH(PEKIIMOHHO-aJNIEPTUUECKUX 3a00JIeBaHUN, KOTOpPbIE CIOCOOCTBYIOT
00pa30BaHUIO BO BHYTPEHHUX OpraHax U CUCTEMax 0coOO0ro BEleCcTBa —
aMUJIONJ1a, TPUBOJIAIIECTO K HAPYIICHUIO UX PYyHKIIUH.

AKTyaabHoCcTh. llenp  myOnukanuu —  O3HAKOMHMTb | C
ocoOeHHocTsIMU TeueHus: BBD.

O0beKkT, MeTOoAbl HCCIAEAOBAHUA, Pe3YJbTATHI ' W), HX
o0cyxnenne. Huxe npuBoiM COOCTBEHHOE KIMHUYECKOE HAOMIOICHNE
pebeHka c¢ peakoi aucriactuueckod dopmori BB3, ocioxkHeHHOTrO
BTOPUYHBIM aMWIOHJ030M C TOpPaXEHUEM TOYeK, W, HUCXOJOM B
MOYEYHYI0 HEIOCTATOUYHOCTb.

Pebenox I1. 6b11 poxaeH B LIPb B cpok myTeM KecapeBa ceueHUs
(Bec 2600, poct 50 cm, Anrap 8/8 6amioB) OT HEPBOl OEPEMEHHOCTH,
IPOTEKABIIEH C TOKCUKO30M BTOPOM IMOJIOBUHBI. HacinencTBEHHOCTh HE
otsiroiiieHa. PeOeHOK poawiicss ¢ OTCYTCTBUEM JAEPMBI U TMOJKOXKHO-
KUPOBOW KIIETYATKA HA TOJICHSX, CTOIAaX, KHUCTIX, C HaJUYUEM
MHOKE€CTBEHHBIX ITy3bIpEU M0 BCEMY,TYJOBUIILY U JUILY.

[Tocne poxaeHuss peOCHOK OB TPAHCIIOPTUPOBAH B OTJICJICHUE
uHreHcuBHOUW Tepanun MOJKD, rme Haxomuics OKOno 2-X MECALEB,
3aTeM ObLI NepeBe/ieH B MHMDEKHMOHHOE OT/ICJICHUE IJIs JIETEeH TPy THOTO
Bo3pacrta. Knuanuecku nuarao3 B MO/IKb: OcHoBHOM: Bpoxk1eHHBIN
OyJUIe3HbIN MUACPMOIIN3 C BTOPUUYHBIM HHULIMpOBaHHEM. BTopuuHoe
uMMyHoAeuuTHOE, cocTosinue. OcioxHeHue ocHoBHoro: Cerncuc B
dbopme cenrukonuemuu (mHeBMOHUsA, Hedput). ComyTCTBYIOIIMIA:
AHeMHs EMEIIaHHOTO TEeHe3a CpeAHeld CcTeneHu TsbkecTu. Octpas
MPaBOCTOPOHHSASI BEPXHENIOJEBasi 04aroBO-CiMBHAs THeBMOHUs, JIHI.
BIIC: AMXKII, cteno3 nerounoi aprepun, OOO. HKO. luctpodus no
TUIY  Tunotpoguu 2 ct. cMmemanHas. bananonoctur. JIeBOCTOpOHHSS
OAXO0BO-MOIIOHOYHAS TPhIKA.

B Bo3pacte 4-x wMmecsneB peOEHOK ObUT  TEpEeBEIEH Ha
amOynatopHblii dTan. Ilpu3HaH WHBaIMAOM JeTCTBa. TedeHue
OCHOBHOT'O 3a00JieBaHMsl OBUIO CTAaOWJIBHO TSDKEIBIM C YacThIM
00pa30BaHUEM BCKPBIBAIOIIMXCS IMY3bIPEH U MHOKECTBEHHBIX 3PO3UHU.
Ha nepBoM rojy ku3Hu peOCHOK MEPUOJUYECKU TOCTUTAIU3UPOBAJICS B
[IPb B cBsi3u ¢ obocTpeHHEeM OCHOBHOrO 3a0oiyieBaHus. B TeueHwue
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MEePBOr0 ToJia JKU3HU TOJydal aHTUOAKTEPUAIbHYIO TEpalui ¢
HE3HAYUTEJbHBIMU TEpephiBaMM B 2-3  HEAEIM, I[OCTOSHHO —
npenapaTrbl  JKelie3a, BUTAMHHOTEpAIUIO, JACCEHCHOMIU3UPYIOIIYIO
tepanuto. [lo nmanneim IIPB, exenHeBHO HaOMIOAAICS YYaCTKOBBIM
BpauOM-IIEIUATPOM, PETYJSIPHO  KOHCYJIBTUPOBAJICS  3aBEAYHOLIUM
NeUATPUYECKUM OTACICHUEM. EjKeMecsyHO OCMaTpUBalICsl XUPYProm,
HEBpPOJIOTOM,  AepmaTtojioroM.  HEoJZHOKpaTHO  KOHCYJIbTHUPOBAH
COTpYJHUKaMU Kadeapsl JepMaTOBEHEPOJIOTUUA C PEKOMEHAAIUAMU 110
KOPPEKLIMU CUCTEMHON U MECTHOM Tepanuu. Ha yeTBepToM roay »Ku3Hu
MOSIBJISIIOTCS. U3MEHEHUS B JIEPMATOJIOTUYECKOM CTaTyCE «B CTOPOHY
YTSDKEJICHUS: Ha KUCTSIX 00€UX PyK 00pa3yroTcs CUHAAKTUIINH.

PeGenky OCYIIECTBIISIACH IOMOIIIb Mex1yHapo1HbIM
onarorBoputesbHBIM (poHAOM «Illanc». OOcnenoBaHue | JieueHUe Ha
MPOTSKEHUM HECKOJIBKUX JEeT mpoBoauioch BsI'epmanuu B lleHtpe
JedeHust OyJuIe3HOro snujaepMoiunsa r. Opaidypr, riae. peoeHOK ObLT
KOHCYJIbTUPOBAH JI€pMaTOJIOrOM, KapAUOJOrOM, ¥pOJIOTOM, a TaKkKe
TCHETUKOM C TIPOBEACHUEM UMMYHO(DIIOOPECHEHTHOTO KAPTUPOBAHUS U
reHeTuueckoro a"anuza. B ['epmanuu .peOEHKY ObLT MPOBEICH pPsif
XUPYPruYECKUX ONepalnil — KOKHas WMUPKYJIN3ALMS, CaHALIUSI POTOBOM
MOJIOCTH, pa3JCJIECHNUE NAIbIEB HA PYKax.

B Bo3pacte 6 net 3 mecsieB Ha dOHE NPUMEHEHHS KIMHUYECKOTO
MUTaHUS C TIOBBIIICHHBIM COAEPKAHNEM Oejka MOSBUIINCH kKajloObl Ha
c1aboCTh, OTEYHOCTH JINIIA, CHUKEHUE JUYype3a, OTCYTCTBUE alleTHUTa.
IIpu nmoctymnennn B OUTP TIPb oOcnenoan jgabopaTopHO: B OOMIMX
aHaJIM3ax MOYM JIEHKOUUTYpus, nporeunypus 1,6-8,7 r/1, cyrouHas
nporeuHypusa coctapimsuia 0,98-8,2 r/n. B Ouoxumuyeckux aHaiuzax
KPOBH BBISIBIICHA TUHOTPOTEMHEMUSI U TUMOATBOYMHUHYpHs, B OOIIUX
aHanu3zax KpoBW —aHemus ¢ Hb 62-87 r/71, neKonMUTO3 CO CIABUTOM
JIEUKOIIUTAPHOM, (POPMYJIBI BIIEBO.

YuaurpiBas TSKECTh COCTOSIHUSA, peOCHOK ObLT ISl JalbHEHIIEro
o0cle/I0BaHus U JIeUeHUs TepeBe/ieH B oOnacTHOM ctanuoHap. Craryc
IpU TMOCTYIUICHUU: PEOCHOK B CO3HAHWM, aJIeKBaTeH; 0e3 rpyooil
OYAFOBOM  HEBPOJOTMYECKOM CHUMIITOMATHKH, HE TEMIEpaTypurT;
amnmeTUT COXPaHEH; BUJIMMBIEC KOXKHBIE MOKPOBBI OJICAHBIE, OTEYHOCTH
nepeHel OpIOIIHOM CTEHKH; KOJXKHBIE TIOKPOBBI aTpOPUUHBI, C
MHOKE€CTBEHHBIMU MPOSIBIICHUSIMH AIUJIEPMOJIN3a, pebeHok
MpPaKTUYECKM  BECh  3a0MHTOBaH;  TrUNOTpoduss  KOHEYHOCTEH,
KOHTpakTypsl. [Ipu mocrymienun B oOiiemM aHainuze mouu Oenok 29,7
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r/A. YuuTbiBas JJUTENbHOCTh W TSKECTh JI€PMATO3a, HAIUYUE
pacrnpoCTpaHEHHBIX OTEKOB, aHEMMUH, MPOTEUHYPHUU u
TUIIONTPOTEMHEMUHU, U3MEHEHHSI CO CTOPOHBI IMOYEK PACLEHEHBbI Kak
MPOSIBJICHUS] BTOPUYHOTO aMIJION 1034 TIOUYEK CO CTEPOUIPEIUCTEHTHBIM
HE(PPOTUUECKUM CHUHJIPOMOM, B CBS3U C UEM BIIEPBBIN J€Hb NMPEObIBAHUS
B MOJIKDB npunsiTO pelieHrue Ha3HAYUTh MPEAHU30I0H B J103€ 2 MI/KT
1oJ, MPUKPBLITUEM aHTHOaKTepuaibHOM Tepanuu. Ha ¢done Tepanuu
ypOoBeHb Oejka B Moue BapbupoBail oT 3,3 1o 19 r1/n. BmepBeie
KPaTKOBPEMEHHOE TOBBIIIEHUE ypOBHS MoueBHHBI 70 10,33 mMmoiib/1
3apukcupoBano Ha 10-i1 genp rocnutanuzanuu B MOJIKB™ ¢
MOCIIEAYIOIIEH HOpMaJIM3alUKen Mokasarens. Ha BTopou W, 4erBepTou
HeJleNie TOCIUTAIN3AlUN Y peOeHKa UMETU MECTO 2 BIH30]a OCTPOTO
MPEXOSIIIEr0 HAPYUIEHUS] MO3TOBOI0 KPOBOOOpAILGHUS:, C HATUYUEM
3pUTENIBHBIX U PEUEBBIX PACCTPOMCTB, a TAKKE/LCYHOPOKHOTO CUHIPOMA
C TapIyaJbHBIMU KJIOHMYECKUMU TipuriajkaMu. Ha QoHe xoMIuiekcHOU
Teparuy, BKJIIOUYAIOIIEH TOPMOHAJIBHYIO, MMMYHOTPOIIHYIO,
aHTUOAKTEepPUAILHYIO, POTUBOTPUOKOBYIO, UH(Y3UOHHYIO,
Tpancysuto Er-maccel, C3II, anbQyMuHa, CTUMYJSIUIO JIUypeE3a,
HEUPOMPOTEKTOPHYIO, Y MNAlUUECHTa4MMEIH MECTO MPOTrPECCUPYIOINE
nporeuHypus g0 132 rv/n wrunonporemHemuss 10 31 r/m ¢
runoajirOymuuemuet no 15 r/if\Ha' goHEe MOCTOSHHBIX W3MEHEHUN B
obmem aHanmmze KpoBu (aHemmu = Hb mo 59 r1/n, neiikonmroza u
yBenuuenus: COD cBoIte 65 Mmm/4).

Ha 2-M Mecsiie! rocmaTanu3aiuyd COCTOSHUE YXYJIIWIOCh — Ha
dboHEe MpOSBIECHUN WIEPMATOIEHHOTO CEMCUca TMOSBWINCH MPU3HAKU
OIIH (pe3koe CHMMKEHWE AUYype3a, MOBBIIMIEHUE YPOBHS MOYEBHUHBI 10
32,4 wmmonp/A, wkpeatmauHa g0 0,188 mMMonas/m m kamms g0 6,44
MMOJIB/JT),4, YTO JIOTPeOOBaIO0 TMPOBEACHUS CeaHca remoauann3a. B
NpOIECCE  HHTCHCUBHOM  Tepamvu  CKOPPEKTUPOBAHBI  aHEMWUS,
TUIQATIBOYMUHEMUS, META0OIMYECKUI alli/103, MOJydYeHa Moya.

B _panbHeiimem coctosiHue peObeHKa OCTABAIOCHh OYEHB TSKEIBIM,
OTHOCUTEIHLHO KOMIICHCUPOBAHHBIM, OOYCJIOBJEHHBIM CEICUCOM U
CHUHJIPOMOM TIOJIMOPTaHHOW HEIOCTAaTOYHOCTU Ha (POHE OCHOBHOTO
3a0osieBanus. JlaGopaTopHble TOKa3aTeiM HMEIH OTPULIATEIHHYIO
JTUHAMUKY — IpOrpeccupoBaIn aHeMMs, IPOTEUHYPUS,
TUNIOTIPOTEMHEMHUS, THUIOATLOyMUHEMHUsI, a3zoTemMusi. B cBsi3u ¢
HaJIMYUEM TSKEJIOro TeHETUUYECKOTo 3a00JIeBaHus, OTCYTCTBUS d(PpdekTa
OT JICYEHUS, HaIWYUs TOKEJIbIX OCIOXKHEHUHM H  OTCYTCTBHS
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peabUIUTAIIMOHHOTO  TMOTEHIHMATa  KOHCUJIMYMOM  pPEOEHOK  ObLI
nepeBeicH MOJI NauIMaTUBHOE HaOMojAeHUEe (Ma/uiMaTUBHAs TpyIa
Nel) ¢ auarnozom: OcHOBHOW: BpoXI€HHBIN OyJUIE3HBINA STTUIEPMOIIN3,
nuctpoduueckass (Gpopma, BTOPUUYHBIA aMUIOUA03 TMOYEK, BTOPUUHBIN
cTepouape3ucTeHTHbIN HedpoTuueckuit cunapoM. OITH npepenanbHas
B craguu onuroanypuu. OcnoxHeHHe: JlepMaTOTeHHBIN CEICHUC.
ConytctBytomuii: Btopuunoe MWJIC. Btopuunbie crubarenbHbIe
KOHTPAKTYphl CTOM, BapycHas ycTaHoBKa. OJHAKO, HE CMOTpPS Ha
MPOJOJDKAIONTYIOCST MHTEHCHUBHYIO TEpariio, COCTOSHUE peOeHKa
MPOTPECCUBHO YXYAIIAIOCH — uepe3 4 Mecsila mocie MOsSBICHUS TIEPBHIX
HEe(POJOTHYECKUX Kajd00 pedeHOK morud Ha 7-M roay xu3au. Ilo
KEJTAHUIO POJIUTENICH BCKPBITHE HE MTPOU3BOIUIOCE.

BoiBoabl. Cli0)KHO€ TE€HETHYECKOE 3a00JIeBaHME, WJIUTEIbHOE
BpeMsi KypUpPyEMOE B MEPBYIO o4yepeb Onaroaaps ajeKBATHOMY YXOAY
32 KOXHBIM TIOKPOBOM, TIPUBEIIO K MaHU(ECTAlid BTOPUYHOTO
aMUJION1032 MOYEK C pa3BUTHEM CTEPOUAPEIUCTEHTHOTO
He(poTuyeckoro curapoma c sisneHusMud OIIH u ocnokHenuio B BUze
JIEPMATOrE€HHOr0 cerncuca Ha (oHE BTOPUYHOTO UMMYHOACHUITUTHOTO
COCTOSIHMSI, YTO CIIOCOOCTBOBAJIO 4, Pa3BUTHIO HEKOPPUTUPYEMOTO
MaTOJOTHYECKOro Mpolecca B BUIE PA3BUTHS CUHAPOMA MOJUOPTraHHON
nuc(yHKIMH, OBICTPO MPUBEAIICH K, TEPMUHATBEHOMY COCTOSIHUIO.
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