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Cayuaii mykonosaucaxapuaosa || Tuna y pedbenka 3 jer

benopycckuii 2ocyoapcmeennvlii MeOUyuHCKuULl yHuU8epcumem
V3 «3-s copoockas demckasn knunuyeckas bonvHuya», 2.Munck

Psin HacnencTBeHHbIX O0Je3HE 0OMeHa BeleCTB, OOYCIOBICHHBIX T€HHBIMU
MYTalUsMHU, SBISIOTCS PEIKUMU, HO TSKEIIBIMU HHBATMAN3UPYIOMUME OQuie3Hs M. K
0COOCHHOCTSIM MX KITMHHYECKON KapTUHBI OTHOCATCS MHOTOOOpa3ue MpesiBACHNI,
BOBJICUEHHUE B MATOJIOTMUECKUI TPOIECC MHOTHX OPTaHOB U CHCTEMPa3HBII BO3pacT
Hayvaja O0JIe3HH, C YeM U CBSI3aHBI TPYJHOCTH B TUATHOCTHKE dTUX 3a00figBanmii. B To
’Ke BpeMs TOJIbKO paHHsIA JUATHOCTHKA M CBOEBPEMEHHO HA4al bk, KOMIIJICKC
TEPaneBTUYECKUX MEPOIIPUATHI, B TOM UnCie U (hepMEeHTO3aMeCTUTeIIbHAS Teparus,
MO3BOJISIOT CTAOMIN3UPOBATh OCHOBHOM MATOJIOTHUECKHIA MTPOLIECC, CIIOCOOCTBYIOT
YCTICIITHOM COIMATbHOM aJanTauy OOJBHBIX, YITYUIIaQf KayeCTBO U yBEITUIHBAIOT
MPOAOKUTETHBHOCTD )KM3HH MAlEHTOB.

B Hacrosiiee Bpems uzBectHo 6oiiee 40 Tu30COMHBIX 00JI€3HEH HaKOIIIEHUS, CPEIU
KOTOPBIX Han0oJIee YaCTHIMH B METUATPUUCCKON JPAKTHKE SBISIOTCS
mykomnonucaxapuao3sl (MIIC). B ocnoBe MIIG iexas, 1e(heKThl IN30COMaTbHBIX
THIpoJa3 — pepMEeHTOB, yUaCTBYIOIINX B PACIICHIICHUN KUCIIBIX MYKOTIOJIUCAXapHI0B
(rTMKO3aMHHOTIMKAHOB), IPUBOISINNE K BHY TPRKICTOMHOMY HAKOIICHHIO MTPOTYKTOB
pacmajza B TM30coMax. BEIIESIOT ceMb THIIQB MyKOEOIHCAXapUI030B, CPEAH
KOTOPBIX CYIIECTBYIOT HECKOJIbKO moaTumos, [ 1,2]:

Myxononucaxapuao3 || Tuna, n3BeCTHBLA TAKXKE KaKk CHHIPOM XaHTepa, ObLI BIEPBBIC
onucaH kaHajgckum Bpayom Charles A. Hunters 1917 r. B renese 3a0051eBaHUs JICHKUAT
HACJICJICTBEHHOE YMEHBIIICHUE KOJTMYECTBA, /MM aKTHBHOCTH (pepMeHTa UIypOHAT-2-
cynbdarassl (iduronate-2-sulfatase,- 12S), onHoro u3 pepMeHTOB THIPOIIN3a BAXKHBIX
KOMITOHCHTOB COSIMHUTENILHOW FKaH! JICpMaTaH U renapas cynbdara [11].
Haxkomuienue nepmaTan u remapa cyibdaTa B JIM30COMaX BCEX KIETOK MPUBOANT K
TOKCHYECKOMY 3(PPEeKTy, BI3HIBAIOILIEMY BOCTAIMTENBHYIO PEAKIIIO BO BCEX OpraHax-
MUIICHSX, TJI€ BhIIICYKa3aHHBIE, MyKOTIOIHCaXapU bl UTPAIOT BAKHYIO CTPYKTYPHYIO
poIib (KOXKe, CYyXOXKMIHSX, KPOBCHOCHBIX COCY/IaX, CEPICYHBIX KiIanaHaxX u
JBIXaTEeNbHBIX My TsX). BocnalgHne peanu3yercs MyTeM aKTHBAlUU (akTopa HEKPOo3a
OITyXOJIH U anonrto3a KieTox | 7,10].

['en unyponar-2-cynbparasel (IDS) nokanusyercs Ha X - XpOMOCOME UEIOBEKA
(Xg28) u BrI0YaCT 92K30HOB M 8 MHTPOHOB. B HacTosee BpeMs onrcano oonee 300
mytanuii IDS [7,8,14].

MIIC |l Tund HaeneAyeTcs MO PEeecCUBHOMY, CLHEIUICHHOMY ¢ X-XpOMOCOMOH THITY,
0010, E0BIMHO TOTHKO MAIBYNKH, IEBOYKH SBISIOTCS 3JOPOBBIMU HOCUTEIISIMH
naToHOrMIEcKOro rera. PacimpocTpaneHHOCTH 3a0051eBaHUs KOIEOIeTCs B Mpeaenax
1:100 000m 1:170 000 poauBIIKXCs MaTbUUKOB [4].

Kak u npyr#ie MyKomonrcaxapu103bl, CHHAPOM XaHTepa sIBIAETCS KITMHUYECKH
rereporeHHbIM 3a0oneBanuem [2,11,15]. [TepBbie cCHMITOMBI 3a00JICBaHKS MOT'YT
MOSIBUTHCSI, KaK Ha MIEPBOM T'OJly JKU3HH, TaK U B Oojiee crapiiemM Bo3pacTe, HO Jarle
Bcero B Bo3pacte 2-4 roaa. [Ipu 3ToM BO3MOXKHO OBICTPOE MIIN MEAJIEHHOE
porpeccupoBaHue O0IE3HN C Pa3BUTHEM 3aJEPIKKU POCTA, YMEPEHHBIX JAeQOopMaIiuii
CKeJIeTa ¥ CYyCTaBOB, JUCMOP(PHUUECKUX YEPT JIULA, OOCTPYKIIMU BEPXHUX
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JbIXaTeNIbHBIX MYTEU U pelUuAUBUpPYOMKUX OTUTOB. [Ipu Tsxenbix popmax MIIC 11
nopaxaetcs [{HC (Bapuant |1A), mporpeccupyer yMCTBEHHAsI OTCTAIOCTh, OOJIBHBIC K
IOHOIIECKOMY BO3PACTY CTAHOBSTCS OE€CIOMOIIHBIMH, MPUKOBAHHBIMU K nocTenu. [lpu
«vsirknx» popmax MIIC |l (BapuanT |1B) ymcTBeHHOE pa3BUTHE, KaK PABUIIO, HE
CTpaJlaeT, OJIHAKO BO3MOXKHO pa3BUTHUE THIpOLIepaTnU, SNUIEIICUU, HAOII01at0TCs
n3MeHeHus ncuxuku. Jis B3pocabix 60apHbIX ¢ MIIC || THma xapakrepeH, Tak
Ha3bIBa€MbI{, TYHHEJbHBIN CUHAPOM KapHaiabHOW 00J1aCTH, TPU KOTOPOMBO3HUKAIOT
MOCTOSIHHASL 00J1b M TUCKOMQOPT B 3aISICThAX, O0CIabIeHne 1 OHEMEHUEE PYK,
ocoOeHHO Jagonei [16].

Knunnueckue nposieiaenus npu MIIC || Tuna MoryT ObITh pa3aeneHbl HOCUCTEMHO.
Cumntomsl, cBsizanubie ¢ JIOP-opranamu u 1bIxaTesibHOM crucTeMOon |13],
00yCJIOBJIEHBI HAKOTJIECHUEM TIIMKO3aMHUHOTJIMKAHOB B HOCOMIOTKE FRELO X0y
JBIXaTEeJIbHBIX MYTEW, YTO KIIMHUYECKH MPOSBIAETCA PEUUAUBUPYIOIINM U
XPOHUYECKUM PUHUTOM. [IpOMCXOAUT TaKkKe YBETNUYEHUE TIIOTOMHBIX U HEOHBIX
MUHJAJINH, CY)KEHUE Tpaxeu U OpOHXOB, YTOJIIEHUE ROIOCOBBIX CBA30K U YBEIMUECHUE
A3bIKa, YTO CIIOCOOCTBYET OOCTPYKLIMM BEPXHUX JbIXaTeIbHbIXATyTel. ["onoc
CTAaHOBHTCS XPHUIUIBIM, HU3KUM. YacTbIM OCIIO)KHEHHEM O0JIE3HU SBIISETCA
KOHJYKTUBHAs U HEUPOCEHCOPHAs TyroyXocTh. Kpome Toro, o0CTpyKIusi BEpXHUX
JbIXaTEJIbHBIX MYTEH MOXKET COYETAThCS C PECTPUKTUBHBIMU 3a00JI€BaHUSAMM JIETKHUX,
TE€YeHHE KOTOPBIX OTIATOLIAIOT Majble pa3MEepPbEPYTHOM KIETKU U AedopMalius
ckenera [9)].

Cepaeunble TPOSBIICHUS Yallle CBA3aHbl HE TOJBKO C aHOMaJIbHBIM HAKOIJIEHUEM
JepMaTaH U renapas cyjib@ara B cep/le ¥ KPOBEHOCHBIX COCY/1ax, HO U BOZHUKAIOT
BTOPHUYHO, Ha (POHE MOPAXKECHHUS JICTKUX U XPOHUUECKO# runokcuu [6]. B cBsi3u ¢
NpOrpecCUpyIONIeH JereHepaluel KAamauoB cep/ilia pa3BUBAIOTCS CTCHO3 W/HIIH
HEJJ0OCTaTOYHOCTh NMPEUMYIIECTBEHHOWMHTPATIHLHOTO U A0PTAJIBHOTO KJIAIIaHOB, HO HE
MCKJIIOYAETCS U BOBJICUEHHUE B NAFOJIOrMUECKUI mpouecc Beex KianaHos. [pu
YIIBTPa3BYKOBOM HMCCIIEIOBAaHUU cepAlia Y OOJIBIIMHCTBA OOJBHBIX ONPEAESIETCS
peryprutauys Ha pa3Iu4yHbIX KIAmaHaX.

KocTHO-cycTaBHbIC H3MEHECHMSE, MHOTOYHCIICHHBI U pa3HooOpasuel [10, 11, 16].
Hepenko Habmonarorces €rnbareibHble KOHTPAKTyphl U TYTONOJBUKHOCTh CyCTaBOB
KOHEYHOCTEH, yMEpEHHAs! BOPOHKOOOpa3Has AedpopMalus rpyIHON KIETKH,
M3MeHeHUs Ta3a. BoaMoXHO Pa3BuTHe Ku(do3a, CKoJIM03a, MOSICHUYHOTO JIOP03a,
XapaKTepHa JUCIUIa3Ms Ta300€APEHHBIX CYCTAaBOB, C MOCIEAYIOIIUM Pa3BUTHEM
octeoapTputa. BBAaBUCMMOCTH OT CKOPOCTH MPOTPECCUPOBAHMS O0JIE3HN OTMEYAETCS
HapyuieHue pocta, B neépBbie roapl ’KU3HU JE€TU PACTYT HOPMAJIBHO, 3aTEM B BO3pacTe
5 net poct 3aMmemsiercs. [locie 9-10 net pocT cTaHOBUTCS HUXKE 3—€H TIEPIECHTUIH.
[opaxxenus raas upu MIIC || Tuna npeacraBieHbl AUCKPETHBIMU MOPAKEHUSIMU
POTOBHUIBI, MUTMEHTALMEN CETYaTKH, BOBMOXHO CHU)KEHUE 3pEHUs, OTEK JUCKa
3pUTEIBHOr0 HepBa [3].

Koxa y 607ibHBIX, KaK MPaBujo, MJIOTHAsI, YMEPEHHO BBIpaXXEH runepTpuxos. B
HEKOTOPBIX CITydasiX HaOIIOAA0TCS Y3€JIKOBbIE H3MEHEHHSI Ha KOKE€ KOHEYHOCTEH U
CIIUHBI.

VY 6onpHbIX ¢ MIIC |l THNa HEpeKO TUArHOCTUPYIOT TPhIKH (ITYMTOYHYIO, TAXOBYIO),
remarocruieHomeranuio [10,11].



Tunuunelil GeHOTUI BKITIOYAET B C€0s1: HU3KUI POCT, KOPOTKYIO III€HO,
Makporedanuio, ckadoredanunto, Junesbie JucMophuu (yBeaudeHue J00HbIX OyrpoB,
rycTbie OpOBH, KOPOTKUH HOC, TOJICTBIE TyObl), MAKPOTIIOCCHIO, aHOMAJIHH 3yOO0B,
HIYMHOE JIbIXaHHe, JUCIPONOPIHOHAIEHOE TeNIoCIoXeHHe (YKOpOUESHHOE TYJIOBHIIIE,
BBICTYMAIOIIHNIA KUBOT, JIOPA03 MOSICHUYHOTO OT/IejIa MO3BOHOYHUKA), KKOTTHCTYIO
KHCTb», CTU0ATeNbHbIE KOHTPAKTYPBI TA300€IPEHHBIX, KOJIEHHBIX, TOKTEBbIX
CYCTaBOB, TYTOMOABHKHOCTbh MEJIKMX U KPYIHBIX CYyCTaBOB.

Huarnoctuka MIIC || Tuna 6a3upyercs Ha KOMIUIEKCE KIMHUYECKU Xy
MHCTPYMEHTAJIbHBIX U Ja00OpaTOPHBIX JaHHBIX. B 0CHOBE J1a00paT@PHON TUAFHOCTUKU
JIKUT ONpe/ieSIeHne YPOBHS IITMKO3aMUHOTJIMKAHOB B MOY€, KOTOPHIM HO3BOJISIET
yctanoBuTh auarHo3 MIIC, Ho 6e3 quddepenumposku tuna [ 1} Touras
uaentTugukanus tuna MIIC Bo3MoskHa NTPU ONpeeeHn aKTUBHOCT U1ypOHaT-2-
cynb(darasbl B IEHKOLUTAX KPOBH, KYJIbType (GUOPOOIaCTOBIKON M, CHIBOPOTKE KPOBH.
ITpoBenenue JJHK-ananu3a 3aTpy/IHEHO B CBSI3U C MHOT@HUCICHBLIMU MYTAIlUSIMU B
rere |DS, ogHako Mo3BoJIIeT MPOBECTH NTPEHATATbHbBIA CKPHHIHAT, €CJIH TOYHO
M3BECTHA MaToJIoruueckas Mmytamus B cembe. [1,7,10]. ' CHeTnueckoe
KOHCYJIbTUPOBAHHUE JAET BO3MOKHOCTb OOBSICHUTh POJUTEISIM PUCK POKICHUS
BrOporo pedenka ¢ MIIC: ecnu Math sBIIgeTCS HOCHREILHUIIEH MYTAHTHOT'O FeHa
MIIC Il Tuna, To nmpu kaxaou nocieayrouiein 6epeMEHHOETH PUCK POKICHUS
00apHOrO Manburka cocrapisier 50%, Bce poAUBLINECS A€BOYKH OYAYT 310pPOBBI,
onHako 50% u3 HUX OyAyT ABIATHCS HOCUTEALHUIIAMHU NATOJIOTMUECKOr0 I'eHa U
CMOTYT MepeaTh €ro MOCIeIyIOUUM MTOKOJICHHSIM.

JuddepeHunanbHplil [uarHo3 HE0OX0IUMO TPOBOIUTE C APYTUMHU JIM30COMHBIMU
OoJie3HsIMH HakoIIeHus co cxoaubM perogunom: MIIC I, VI, VII tuna,
MHOECTBEHHOU Cylb(aTa3zHo HeACTATOUHOETHI0, MyKonunuao3amu |l u 1l Tuna u
HEKOTOPBIMU ApyrumH [2,16].

JleyeHue npeaycMaTpuBaET CrelfueCKy0 U CUMIITOMATHYECKYIO TEPATTHIO
[5,12,14]. Cnerududeckoe jJeycHUE HAPABICHO Ha JIMKBUIAINIO (PepMEHTATHBHOTO
neduruta IDS. CoBpemMeHHBIN HOEXO0/] B 3TOM HalpaBJICHUH 00€CTIeUnBaIOT IBa
METO/1a: MepecaKa CTBOJIOBbIX,FEMOMOITHUECKUX KIIETOK U 3aMECTUTENIbHAS
(dbepMenTaTUBHAS Tepanusl (PEKOMOMHAHTHOM YeJIOBEUECKOM UAypOHAT-2-
cyibdaTazoit, npenapat «Elaprase» B no3e 0,5 mr/kr exxenenensho) [4,10].
Pa3pabateiBatorcs TaKKEMETOIbI FTEHHOM Teparuu.

[Iporuo3s. I1pu ObicTpeM nporpeccupoBanuu 0osne3Hu ¢ BopieueHueM LIHC GonbHbIe
00br4HO noru6ardT Bgo3pacre 10-15 net, npu «msarkux» gpopmax MIIC |l tuna —
MPOJOJKUTENBHOCTD KU3HU MOKET cocTaBUTh S0 1 OoJiee JeT Npu COOTBETCTBYIOIIEM
neueHun. [245)

ITpuBoauM Giyya U3 KIMHUYECKON ITPAKTUKMU.



o A7
[Tox HamuM HAOIIOAEHUEM HAXOIWICT M
HEBPOJIOTHYECKOE OT/ICIICHNEe 3-Ci JIeTC
JTMATHO30M: TTOCJICJICTBHSI PAHHETO O
CUCTEMBI C IIEJIbI0 YTOUHEHUS TUarH
JIEYEHUE aJ€HOUIOB 3 CTEIEHU

B., 3ro/aa, KOTOPIH OCTYIHI B
W4YeCcKou 00bHUIIBI T.MUHCKa C

0 MOPaXEHUs LIEHTPAIbHON HEPBHOM
. peOCHKY MJIaHUPOBAJIOCH ONEPATUBHOE

1 aHecTe3neil. Mama pebeHka nmpeabsBisiia
’KasoObl Ha HEYBEPEHHYIO TOXOAKY YapeOeHka, nedopmaliuio U orpaHu4eHue
MOJABUKHOCTHU B KOJICHHBIX CY X, a TaK)Ke MOSBUBIIUNCS IBa MecsiIa Ha3a/l
TUNIEPTPUXO03 HA CIIUHE, T :

&
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[Tpu ob1iem ocMoTpe pebeHka oTMeudanach Malqgu s, JIMLEeBbIE TUcMopPuu:
YBEJIMYEHHbIE JTOOHBIE OyTPBI, IJIOCKask EPEHOC OpOTKa CIIMHKA HOCA, TOJICTHIE
ryObl, THIIEpIUIa3us JIeceH, Makporioccus (Co bI, OoJiee rpyOble YePTHI JINLIA
CTaJIM 3aMETHBI TIOCIIE 2-X JIET XKHU3HH); KOPO , CO CTOPOHBI TO3BOHOYHHUKA -

KHU(POCKOJINO03, MOSICHUYHBIA TUIEPIOPIO
TYTONOJIBMXKHOCTh U OTPaHUYEHHUE 00bE
JIOKTEBBIX, TOJIEHOCTOIHBIX, KOJICHHBLX , KOHTPAKTYPbI JIy4e3alsaCTHbIX U
TOJIEHOCTOIHBIX CYCTaBOB; YMEPEHH bl TUTIEPTPUXO03 HA CIIUHE,
KoHeuHocTsax. OOparanu Ha ced aHMe 3aJI0’)KEHHOCTh HOCA, IITYMHOE JIbIXaHue,
00yCIJIOBJIEHHBIE a/ICHOUIHBIMU anusimu |11 crenenu. X)KuBot yBennueH B o0beMe.
[pu manenamnuu BeISIBICHO yBEIUUCHIE eueHu (+5 ¢M OT peOdepHOM JayTu 10
CPEIHEKIFOYMYHON JTUHUH) M C ki (+3 cm). OTMeUaauch MynoyHasi rpbika u
BOJISIHKA AMYKa crpaBa. Duzu 0€ pa3BUTHUE CPEIHEE TUCTAPMOHUYHOE C U30BITKOM
Macchl Tenna 6% (macca “poct 98cm).
M3 anamMHe3a N3BECTHOHPEOCHOK OT 2-0if O€peMEHHOCTH, BTOPBIX CPOYHBIX POJOB. Y
MaTtepH BO BpeMs Oe % {OCT OTMEYAJICS KOJIBIUT, 3PO3Us IIEUKH MaTKU, aHEMUS
6epemenHol ¢ 27 Ib«/Y TPO3bI MPEPBIBAHMS OEPEMEHHOCTH HE OTMEYanochk. Poabl
B cpoke 37 Hefl WYHOE TIpeiexkanue. Pedenok poaucs ¢ maccoi 2990,
IHOM Tena 49
3akpuyan ¢ oueHka 1o mkane Anrap 8/8. CocTosHUe MpH POXKICHUH OIICHEHO
KECTH; OTMEYATUCh MPU3HAKH MOPPOPYHKIMOHATBHOU HE3PETOCTH.
b xKu3HU pebeHok nepesesieH B PHIIL] «Matp u quTsa» ¢ quarHo3om:
peOpasibHOTO BO30YK/I€HUS; paHHSsl HEOHaTajbHas xenryxa; ['OP;
BOJISIHKA IMYEK; TpyIa pucka rno pazsutuio naroioruu HHC, BHyTpuyTpoOHOI
uH(peknuu, anemuu. B pecny6irkanckoM LeHTpe O0bu10 npoBeaeHo Y 3U ronosHoro
Mo3ra (3aKJII0UYCHHE: IEPEBEHTPUKYIISIPHBINA OTEK U HE3pesiocTh), 9x0-KI
(3akTrOYeHHE: OTKPBITOE OBAILHOE OKHO — 4 MM., MUTpajbHas peryprutamus 0-1 ct.,
0e3 U3MEHEHUI CTBOPOK KJlallaHa, He3HAUNTEIbHOE PACIIMPEHUE JIEBOTO KEITY0UKA;
TEHJEHIUS K CHUKEHUIO COKPAaTUTEIbHOM CIOCOOHOCTH MUOKApa JIEBOTO JKETyI0UKa.

pasHas rpyaHas KJeTKa,
€HUU B IJICUEBBIX, JIYUE3aIACTHBIX,
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JlonoTHUTENIBHAS XOp/Ia JIEBOTO Kelyaouka). OCMOTPEH OPTOMNEIOM: YMEPEHHOE
OrpaHUYEHHE pa3BeICHMs B Ta300€IpEHHBIX cycTaBax. PEOCHOK Monyyu JeyeHue:
ACKYy3aH, MUJIJpOHAT, MarHe-B6. B qunaMuke BOCCTaHOBUIICS MBIIIICYHBIN TOHYC U
pednexcel. Ha 10-i nenb xu3Hu peOEHOK OBbLIT BHIMKUCAH JOMOM 1O HaOI0ICHHE
Y4aCTKOBOI'O Meuarpa, HeBposora. Knuaunvyeckuit nuarno3 npu Boinucke u3 PHITL]
«Martb u qutsa». OPU: o.punodapunrut. LiepeOpanbHas umemus. AnTyKTOPHbBIN
cunapoM. CHHAPOM Je3aanTtanuu cepaeuHo-cocyaucton cucteMsl. @OQ. IXJDK.
Bonsiaka npaBoro sinuka.

B 2 mMecsna pe6eHok ObUT OCMOTPEH HEBPOJIOTOM, TipoBeAeHO Y3 Re10BHOTO MO3Tra
(maToyioruu He BBISBICHO); AMArHO3: CUHAPOM MOBBIIIEHHONW HEPBHOM BO30YIHMMOCTH.
[ToBTOpHBIE OcMOTPHI HeBpoJiora B 10 Mec (muarno3: 3aepkkd MOTOPHOTO pa3BUTHSI,
BOCCTaHOBHUTEIIBbHBIN TIEpro.) U B 2 roja 7 Mecsues (04aroBoi CUMHEQOMATHKH HE
BBISIBJICHO). B Bo3pacte 5 MecsIieB 0CMOTpEH OpPTONEIOM, TWArHO3: JUCTIIa3usl
Ta300epeHHbIX cycTaBoB. HazHaueHa opronennyeckas Loppekius Ha 4 mecsiua —
noxnyika dpeiika.

duznyeckoe pazBuTHE peOEHKa HA MPOTSKEHUU MEPBOT0 TO1a AKU3HU - BBILLIE
cpeanero, rapmonuuHoe (B Bozpacte 1 roxa: Bec 11 kr, poct 77 cm.). OkpykHOCTH
TOJIOBBI U TPY/IU 32 MEPBBIM IOl )KU3HU YBeIHMUMINCBHa 12 cm u coctaBunu B 1 rog 47
u 48 cM, COOTBETCTBEHHO. B nanbHeilleM OKpy>KHOCTH FOJIOBBI U IPYAU HE
U3MEPSUTUCH (TI0 JJAHHBIM aMOYJIATOPHON KapThi).

MotopHoe pa3BUTHE: CUANT CAMOCTOSITEIHHQ C 9 MecsI1IeB, KOTJa CHsUIN
OpTOMNENINYECKYIO MOAYIIKY, XOJUT caMOCTOATeNbHO ¢ 1 roga 4 mecsues.
PaszroBapuBaeT npocThIMU MIPEIJIOKEHUSIMU C 2 J1€T. 13 nepeHeceHHbIX 3a00eBaHUI:
B TeueHHe nepBbix 2-1et xku3Hu peakue ORBU, B 1 rox - anemus 1 crenenu. Ha
TPEThEM IOy KU3HH Y peOeHKa NOABIIIACH 3a7QKEHHOCTh HOCA, Xpall BO BpPEMS CHa,
0 MOBOJTY Yero oH 0bl1 ocMoTpeH, JIQP-Bpauom (3axiatodueHue: runepTpodus
aJieHou10B 3 cTeneH!, TUCHYHKIHS CITyXOBBIX TPY0). PekOMEHI0BaHO OMepaTHBHOE
JICYCHHE.

Cewmeiinbiii anaMHe3. Bo3pact poaureneii npu poxxaeHuu pedernka 34 rona, 3110pOBbI.
Cectpa 12 net, 3q0poBa. bpakyHe KpOBHOPOJACTBEHHBIN. B ceMbe HacieICTBEHHBIX
3a0oseBaHuil HE 0OTMEUaHOCh.

B HeBposiornueckom oTae’d€HUN ObUIO MPOBEACHO Cieayrolee 00caeJ0BaHuE.
OOmuit aHanmu3 KpoB#M, MOMI'OE3 MATOJIOTHH.

broxuMuueckuii aHaMy3 KPoBH: oO1mid 6eok — 67,9 r/n, ansoymunsr — 40 /i,
MoueBrHa — 4,4 MMO#IbL/J1, KpeaTUHUH — 44,2 MKMOJIB/JT, OMmupyOouH oomuii — 13,2
MkMoutb/1 (ipssMeii — 3,6MxkMoub/1, HenpsiMoit — 9,6 mxmouts/n), AJIT — 31 Ea/n, ACT-
50 En/n, memounas hocdarasa — 329 En/n, kaneimii -2,3 Mmouis/i, Hatpuid -139
MMOJIb/ 1, xepu bl -103 MMoss/it, kanuit — 4,5 mob/i, rmukemus — 4,8 MMoutb/1.
Hccnegnosaunsi KpoBH Ha MapKepbl TenaTuToB, BUpyc Jo0mmreiH-bappa nanu
OTPULANEIHBHBIN PE3YyJIIbTAT.

V3U opranes OproiiHoii noinoctu: Y3-npu3Haku peakTUBHBIX U3MEHEHUH MEUEHHU.
VYBenuueHue JIMHEHHbIX pa3MepoB nevenu (mpasast qoist KBP — 100 mm, TII — 94
MM), cene3eHkd (91x29 mm). Y 3-ipu3HAKH PEaKTHBHBIX U3MEHEHUHN JKETIHOTO
ny3bips. BpoxkneHHble 0COOEHHOCTH KeTYHOro my3bips. [louku 0e3 cTpykTypHOU
MAaTOJIOTHH.



OKI': put™ cunycoBbIil, yckopeHHbIH. OTkinoHeHne DOC BnpaBo. Y MEpEeHHbIE
MU3MEHEHUS B MUOKap/IE.

2x0-KI': MAPC: ®0O0, IXJDK. MukcomMaTto3HOE pacClIupeHUE CTBOPOK MUTPAIIBHOTO
KJIallaHa ¢ MpU3HaKaMH HejpocTaTouHOCTH 1 crenenu. [Iponanc TpukycnuaanbHOTO
KJjanaHa 1 creneHu ¢ npu3HaKaMu HEJOCTAaTOYHOCTH 1 CTEeNeHH C yMEpPEHHBIM
pacIIMpeHreM MpaBbIX OTAEN0B cepala. Peryprurtanus Ha aopre 0-1 ctenenu.
['nobanbHas cokpatuTenbHas GyHKUIMS MUOKap/ia HEe HapylIeHa.

O0I': mpU3HaKu YMEPEHHBIX 00IIEMO3TOBbIX U3MEHEHUH.

PKT ronosnoro mosra: PKT- npu3Haku pacimupeHus 00KOBBIX Ky OYKOB,;
NepeHero cyoapaxHouAaIbHOTO MPOCTpaHCTBA. [lepuBEHTPUKYIISPHBIENKHCTHI.

V3U mutoBUIHOM Kene3bl 6e3 MaToJIOTHH.

Pentrenorpadust KUCTH: KOCTHBIA BO3pAcCT - 2 rojia 2 Mecsld, OTCTARE OT MAaCIOPTHOIO
BO3pacTa Ha 8 MecCsIIEeB.

Koncynstuposan cnenuanucramu. JIOP-Bpau: runeptpadust aT€HON10B 3 CTENICHH.
JIBYCTOPOHHMH DKCCYyAaTUBHBIN OTUT.

OcMOTp OKyNIHCTA: 3peHHE NMPEIMETHOE, IBHKEHHE I1a3HBEX 00K B IOJTHOM O0OBEME.
JleBuanuu HeT. 3pauku paBHOBEJIMKHUE, PEAKIUs Ha CBET xKUBasi. ONTHYECKUE Cpeabl
npo3payHsbl. ['1azHoe 1HO IpH OCMOTPE B MPEXQIAIIEM CBETE HeUeTKoe. X0/ U Kaauop
cocyZoB He u3MeHeH. Bunumas nepudepus 0e3 ogaropbix oopasoBanuil. Jucku
3pUTENbHBIX HEPBOB C CEPbIM OTTEHKOM, KOHTYpPbI POBHbIC. [loMyTHEHME pOTrOBHUIIbI,
XpycTajiuka?

OcMoOTp soronena: peueBoe pa3BUTHE COOTBETCTBYET BO3PACTY.

HeBposiornueckuii craryc: SMOIMOHAIBHO J1a0mIICH. YepernHble HEpBbI: ABUKEHUS
TJIa3HBIX SI0JIOK B MOJHOM 00bEME, JIETKAsaCCUMETPHUsl HOCOTYOHBIX CKJIA/I0K, IPU
rJIOTaHUM He nornepxuBaeTcs. OrpaHdYCHBL IBUKEHUS B CyCcTaBaX KoHeuHocTel. Cuiia
B KOHEYHOCTSX JocTaroyHas. Tonyc @an3ok k ¢pusznonornyeckomy. CIIP D=S.
[TaTonornueckux 3HaKoB HeT. KQOpAMHATOpHBIE MPOOBI BBHIMOJIHSAET YETKO.

Hannune kommiiekca cieniupuyecKuXad eHOTUITMYECKUX MPOSBICHUH TO3BOIUIIO
MPEANOI0KUTH U B MOCIENYIOENM,IOITBEPIUTH TPU FT€HETUYECKOM 00CIeIOBAaHUU
(MOBBIIIEHHOE KOJUYECTBO IMUKO3aMUHOTIIMKAHOB B MOUYE, CHU)KCHHAS! aKTHBHOCTb
UIypoHaT-2-Cyab(aTa3plfB CBIBOPOTKE KPOBH) PEAKOE HACIIEACTBEHHOE 3a00ICBaHNUE -
Mykononucaxapuno3 || Turta, whu cuaapom Xanrepa.

Takum oOpazom, NpeACTABICHHBIN KIMHUYECKUN CITydail UMeeT HECOMHEHHBIM
[IPAKTUYECKUNA UHTEPEC KaK 11 Bpadyeu-NeAnaTpoB, TaK U Il TEHETUKOB. [
MOCTAHOBKH JAMAIHO8a TAHHOTO PEIKOro 3a00JieBaHMsI MOTPeOOBaIach THIATEIbHAS
OLICHKAa COBOKYTHOCTH KIIMHUYECKUX CUMIITOMOB, UX MTOCTENIEHHOr0 Hayajaa u
nporpeIueHIAOpo TéueHus (M3MeHeHus! POpMBI TOJIOBBI (Makpouedanus),
XapaKTepHbIe @epTBI uia (aucMophun), pa3BUTHE KOCTHO-CYCTAaBHBIX Jie(hOpMaIlHid,
rUNeprpux03, FéfaToCIIEHOMErallus, MyNoYHas rpblXa, HaIMYue HapyleHUu!
KJIAIMaHHEIo anmapara cep/ua).
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