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MYKOMOAUCAXAPUAO3AAP
(MYKOTMOAUCAXAPUATEP + -OSIS)

. [AMKO3aMMHOTrAMKaHAAPAbIH, biAblIpayblHa KaTbicaTblH GepMeHTTEPAIH TOAbIKKaHABI HOAMaybIHbIH, ScepiHeH,
OAapAbIH reHeTUKa TOyeAAi aAMacy OV3biAyblHa 6alAaHbICTbI MalAa OBOAATBIH ABHEP TiHHIH TYKbIM
KyaAaMTbiH CbipKaTbl. AYyTOCOMAbBI-pELLECCUBTI TYPAE TapaAaAbl.

[Npu M. nopakaeTcs cuctema AM30COMHbIX pepMeHTOB (CM. KAeTka), y4acTBYIOLWMX B KaTaboAu3Me
rAMKO3aMUHOrAMKaHoB. BcaeAcTBUE pepMeHTATUBHOM HEAOCTATOYHOCTU MOCAEAHME HAKAMAMBAIOTCS B
OOAbLLOM KOAMYECTBE B OpraHax M TKaHsAX, No3ToMy M. oTHocaT K boAe3HAaM HakoriaeHus. B pesyabTaTe
HapywaeTcad PYHKLLMOHAABHOE COCTOSIHUE Pa3AUYHBIX OPraHOB U CUCTEM, a MOCKOAbKY FAMKO3aMUHOTAMKAHDI
BXOASIT B COCTaB COEAMHUTEAbHOM TKaHWU, TO OAHMM U3 BEAYLLMUX NPOSBAEHUM MYKOMOAMCAXapMAO3a
ABASIETCA CUCTEMHOE MOpPaXKeHUE CKEAETR, 3aAEPXKKa Ppusnyeckoro passutus, ocoberHo npu I-S, IV u Vi
TMNax.

[lo coBpeMeHHOM KAaccudpUKaLmm, B 3aBUCMMOCTHU OT XapaKTepa pepMeHTaTUBHOIro AedeKTa BbIAEASIOT
BOCEMb OCHOBHbIX TuNoB M. BcTpeyatowmiics B AuTepaType TEPMUH «FaproMAU3MY, BBEAEHHbIM aHTAUACKUM
BpayoM Daancom (R.W.B. Ellis) B 1936 r., obbeanHseT mykonoancaxapmao3sbl Tmna | (H 1 S) n tuna Il.



MYKONOANCAXAPUNAOS TUINA I-H
nepeble ONMUCcaH Hemel(rcmllﬁlmma- IM'B‘A EIPI)HaCTo HabAlopaeTca y

eTei:i, POAUTEAU KOTOPbIX HAXOAATCA B KPOBHOM POACTBE. YacToTa CpeAUN HOBOPOXXKAEHHDbIX

LA O0OND
LIV T A A A"

NMpu3Hakn 60Ae3HM NOABAAIOTCA yXKe Ha NEPBOM roAy »*XM3HM, a K |—2 ropam Bce KAMHMYECKHE
NPOSAIBAEHUSA AOCTATOYHO BblpakeHbl. OTMevaloTca ckadouedarusa (Uuepen B popMe KUAA
AOAKM), rpy6ble UepTbl AULLA, LIYMHOE AbIXaHUE PTOM, 00YCAOBAEHHOE aAE€HOUAAMU U MOPOKaAMMU
pa3BuTHUA AMUa U Hoca. lMocTeneHHO NporpeccupyeT oTcTaBaHUe B pocTte, popmMupyloTcsa
HENPaBUABHOE TEAOCAOXKEHHUE U AePopMaLLMK CKeEAeTa: Les KOPOTKas, HUXKHUe pebpa
BbICTynaloT, HabAlopal0oTcA KO3 rpPyAHOro M NOSACHUYHOIO OTAEAOB NMO3BOHOYHMKA (B
NOAOXKEHUU CUAA BUA KKOLLIAUbEMW CMUHDBI»), AOMATKMU PACMOAOXKEHDbI BbICOKO, KUCTHU LUMPOKUe, V
naAeL, KOPOTKUM, UCKPUBAEH (KUCTb HAMOMMHAET KOrTUCTYIO Aany). MocTeneHHo pa3BuBaloTca
crubaTeAbHble KOHTPaKTYPbl, CHAa4aAa MAE€YEBbIX U AOKTEBbIX cycTaBoB (puc. I), HeCKOAbKO
No3)Ke CyCTaBOB HMXKHUX KOHEYHOCTEHU, BCAEACTBUE Yero 60AbHbIE XOAAT Ha MOAYCOMHYTbIX
HOorax Ha LbiNno4YKax. 3a c4yeT cAabocTH 6pIOLLHON CTEHKU U 3HAYUTEABHOMU renaToCnA€HOMEraAmMm
YKUBOT YBeAUUYEH B pa3mepax. MoparkeHne coeAMHUTEAbHOM TKaHU NPOABAAETCA MYNOYHbIMU U
NaxoBbiMM rpbiXKaMu, ruppoueae (cM. Au4Ko), USMEHEHUAMMU CO CTOPOHbI cepAL,a
(cMCTOAMUYECKUM WYM, MPUTAYLLUEHHDbIE TOHbI, pacluMpeHMe rpaHuy, cepaua, Ha DKIF — aAudpdpysHoe
nopa>keHne MMoKapaa). BbiaBAAIOTCA U3MeHEHUA CO CTOPOHbBI FAa3: MOMYTHEHUE POrOBULLbI
Pa3AMUYHOM CTEMNEHU BbIPaXKEHHOCTHU, HEPEAKO YBEAUUEHUE PA3MEPOB POrOBULLbl, BpPOXKAEHHAA
rAayKoMa, 3aCTOMHbIE ABAEHUSA Ha FAa3HOM AHE U aTPO}UA COCKOB 3pUTEAbHbIX HEPBOB,
nMrmeHTHasa aucTtpodpusa cetyaTtku. HabalopaeTca cHuxkeHMe cayxa. XapaKTepHO Ype3MepHoe
pPa3BUTHE NYLWKOBbIX BOAOC. C BO3pacTOM Bo3pacTaeT YMCTBEHHAsA OTCTAaAOCTb BMAOTb AO
COCTOSIHMSA. HANMOMMWHAIOLLLErO I0BEHUABHYIO aMaBpOTHUYECKYI0 MAMOTHIO (CM. OAuropperHms),
HEBpPOAOrMYecKas CUMNMTOMaTHKA (NOBbILLIEHME TOHYCa MbILLL,, NapaAu4M, HapyLueHue
KOOPAMHALUU ABUXKEHUM).
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[Mpy peHTreHOAOrM4YEeCKOM UCCAEAOBaHUM (PHMC. 2) BbISIBASIOTCS XapaKTepHble M3MEHEHUS MO3BOHKOB M MO3BOHOYHOTO
cToAGa (TeAa No3BOHKOB KyBOBMAHbIE C 3aKPYTA€HHBIMU KOHTYpamu, nocteneHHo ynaowatotcs, Xl rpyaHont u |—ll
MOSICHUYHbIE MO3BOHKM A3bIkOOOpPasHble CO CKOLLUEHHbIM NMePeAHEBEPXHNUM YTAOM, KOPOTKMMU U YTOALLLEHHBIMU OTPOCTKAaMM,
yraoob6pasHbiit K o3 NOSICHUYHO-TPYAHOTO OTAEAQ); FPYAHOM KAETKM (pebpa B MepeAHMX OTAEAAX YTOALLLEHbI, B 3aAHUX
MCTOHYEHbI, B PE3YAbTaTE YEro UMEIOT CabAEBUAHYIO U AOMATOBUAHYIO GOPMY); KAIOUML, (OHU KOPOTKME, C YTOALLLEHHbIMU
MEAMAAbHBIMU KOHLIAMM U U3OTHYTbIMU U OMYLLLEHHBIMU KHU3Y AATEPaAbHbIMM); MAEYEBbIX KOCTEN (TOAOBKM MUX YMEHbLLEHbI B
pasMepax M CMeLLEHbl KHapy>XM U AUCTAAbHO OT HEAOCTATOYHO PasBUTbIX CyCTaBHbIX BMAAMH AOMATOK); Tasa (OH Kak Obl
CAaBAeH ¢ HOKOB, Kpbillia BEPTAY>KHbIX BMaAWUH CKOLLEHa); 6eAPeHHbIX KOCTel (MX FTOAOBKM HEBOABLLMX pasMepoB, MO3TOMY
BO3MOJXEH MOABBIBUX U BbIBUX FOAOBKU 6eApa): APYTMX AAMHHBIX TPybuaTbix KocTen (Anadpusbl U KOCTHOMO3IOBOM KaHaA
PacLUMpeHbl, KOPTUKAAbHBINA CAOM UCTOHYEH); KUCTEN (MACTHbIE KOCTU, CPEAHME U MPOKCUMaAbHbIE paAAHTU LIMPOKUE U
KOPOTKME, HOITeBble paAaHTU FMMOMAA3MPOBaHbI); Yepena (MakpoLiedaAmns, KpPaHUOCTEHO3, TyYPELIKOE CEAAO B BUAE DalliMaka,
KOCTU AMLLEBOTO Yeperna HeAOPa3BUTbI).

B Hauaae pa3BuTHA BOAE3HU Y AeTel paHHero Bo3pacta cMHAPOM ['ypaep HeobxoanMo AnddepeHLMpoBaTb C BPOXKAEHHbBIMM
AedopMaLMsaMM NO3BOHOUYHMKA (AAS MOCAEAHMX HE XapaKTEpHa No3a «KOoLIayben CrMHbIY, YMCTBEHHAs OTCTAAOCTb, rpybble
YepTbl AML, CNeundryeckue BUOXUMUYECKUE HAPYLUEHUS); [UIOTHPEO30M (B aHAMHE3e — 3aTAHYBLUAACSA XEATYXa U 3aropbl,
CYXOCTb KOXMW; TOHKME, TYCKAbIE, AOMKUE, CyX1e BOAOCHI, HET XapaKTEePHbIX KOCTHbIX AepopMaLimi).













OAE3Hb LUEME: ]

epBble onucaH a(nepuKaHCKuM o¢pTarbMoArorom Lilene
MykonoAucaxapmao03bl Maﬁ)
60Ae3HM.

MaHTbl OAHOM

MNpu poxxaeHumn NnpusHaku 6oAe3Hn oTcyTcTBYIOT. [lepBble cMMNTOMBI (OrpaHuyeHue
pa3rnbaHusa naabLeB pyK) nosBasioTca B 3—6 AeT. NocTeneHHO pa3BuBaeTca
OorpaHMueHue ABUXKEHUU U B APYrMX CyCTaBaX BEPXHUX KOHeYHocTen. OrpaHuueHums
ABUXXEHUMU HUXKHUX KOHEYHOCTEN HE3HAUUTEAbHbI, BO3MOXXHA UX BaAbrycHas
Aedopmaumsa. Hamboaee BbiparkeHHbIMU BCE CUMNTOMbI 60AE€3HM CTAHOBATCA K
nepuoAy noAosoro cospesaHus (puc. 4). OTmevaerTca HeboAblLasA 3aA€epXKKa pocTa.
BoAbHble KOPEHACTbI C CUABHO Pa3BUTOM MYCKYAATypOM, UepTbl AULLA Frpy6bie,
XapaKTEepeH WHMPOKUM POT C OoNnyLLeHHbIMU BHU3 yraamu. HabAlopaeTca noBbilleHHOE
OBOAOCEHME, YTOALLLEHUE U HaTAXKEHUE KOXKM Ha NaAbL,aX, NynoYyHas MAM NnaxoBas
rpbnka. BoaMmo)kHbl Tak)Ke CMHAPOM 3ansiICTHOIO KaHaAa BCAEACTBUE CAABAEHMUSA
CPEeAMHHOro HepBa, YTo conpoBoXkaaeTtca napecresuamu B [l1—IV naabuax kucTu m
aTpodmei MbiLlL, BO3BbIWEHUA 60OAbLLOro NaAbL,a, TOMyTHEHME POroBULLbl, rAayKoma (y
60AbHbIX cTapue 30 AeT), NMrMeHTHasA AucTpodusa cetyatku. MHoraa passuBaeTtcs
HEeAOCTaTOYHOCTb KAQMaHOB aOpPThbl MAU AOPTaAbHbIM CTEHO3, FreMaToCNA€HOMeEraAms
oTMeuvaeTcsa peAKo. MHTeAAeKT 60AbHBbIX coxpaHeH. Npu peHTreHoAOrMyeckom
MCCAEAOBAHMMU CKEAETa BbIABAAIOTCA Te YK€ U3BMEHEHMA, YTO U Nnpu cuHapome lNypaep,
HO MeHee Bblpa)KeHHble.






MYKOINMOANCAXAPUNAOS3 TUINA I
(CUHAPOMTI'YHTEPA).

KAnMHMuyeckne cMMNTOMbBI NOABAAIOTCA NO3AHee, YeM npu cuHApoMme lNypaep (y AeTe
cTapuwe 2 AeT) M MeHee BbipakeHbl. Yaue 60AeloT MaAbuMKKU. XapaKTepHbl rpy6bbie
YepTbl AMLA, cKadouedaausa (puc. 3. a), LLyMHOEe AbIXaHUE, HU3KUMU IFPYObIN FOAOC, YacTble
OCTpble pecnupaTopHbie BUpYycHble uHpeKunm. Kndpos o6b14HO He pa3BuBaeTcs; B

3—4 roaa NoABAAIOTCA HapYLIEHUS KOOPAMHALMK ABMXKEHUU — MOXOAKA CTAHOBMUTCH
HEYKAIOXKeH, AeTH NMPpHU X0Abbe yacTo napatoT (puc. 3. 6), U3MeHAETCA NoBeAeHne
XapaKTepHa 3MOLLMOHAAbHAsA AABMABHOCTb, arpeccMBHOCTb. OTMeUaloTCca TaKxKe
NporpeccupyioLLas TYyroyxocTb, y3€AKOBbI€ MOPaXXe€HMUA KOXKMU CMUHbI, OCTEO0ApPTPUTHI,
He3HauYMTEeAbHasA renatocnAaeHomeraamus. B 6oaee cTtapluiem Bo3pacte NoOABAAETCA AErKoe
NoMyTHeHue poroBuLbl. CHMYXKEHUE UHTEAAEKTA BbIPa)KEHO B MEHbLUEN CTEMNEHMU, YEM NPH
cuHapome lNypaep.

an PEHTIr€HOAOrM4€CKOM UCCAEAOBaHUMU KOCTHOM CMCTEMbI U3MEHEHUA Te Ke,uTo 1
npu MyKornoAucaxapumpose I-H, HO MEHee Bblpa*X€eHbl.

BbipeAsiioT ABa BapuaHTa 60Ae3Hu — A u B. MNpu BapnaHte A Bce cMMNTOMBDI

BbIpa)XeHbl, 60AE3Hb NPOTEKAET TAXKEAO, C YMCTBEHHOMU OTCTAaAOCTbIO; CMEPTb HacTynaeTr
A0 |5 AeT.Mpu BapnaHTe B TeueHne 60Ae3HU Aerkoe, yMCTBEHHaA OTCTAAOCTb Bbipa)keHa
He3HaYMTEAbHO MAU OTCYTCTBYeT, 60AbHbIE HepeAKO AO0XKHBalOT A0 30 AeT.










MYKOIMOANCAXAPUAO3 TUTTIA T
(CUHAPOM CAHOUAUTITIO, BOAE3HD

CAHDODUAUIITO).

OnucaH amepukaHckum neanatpom Candpuaunno (S.). Sanfilippo) B 1963 r.
YacTtota | Ha 100 000—200 000 HoBOpO>KAEHHDbIX. [TocAe poXkpeHUn B TeueHHne
3—5 AeT pebeHOK pa3BuMBaeTCcs HOPMaAbHO, OAHAKO B HEKOTOPbIX CAy4asx
HabAl0AaI0TCA HEYKAIOXKAaA MOXOAKA, 3aTPyAHEeHHOoe raoTaHue. lNepsble
CUMMNTOMbI 60AE3HM B BUAE HapPYLUEHUH CHA NOABASAIOTCA Y AeTeM cTaplue 3 AeT.
NMocTeneHHO pa3BMBaeTCA anaTUs, CHUXKAETCA UHTEPEC K UrpyLlKaM, OTMeYaeTcs
3aA€epXKKa NCUXOMOTOPHOIO pa3BUTUSA, HApPYLUEHUSA peyun, YepTbl AuLa rpybeloT.
MoABAAIOTCA HEAEPIXKAHME MOUM U KaAa, AETU NMEPECTAIOT y3HABATb
oKpy><alouwmux. OTMeualoTca TaKXKe 3apeprKKa poCcTa, KOHTPaKTYpbl CyCTaBOB,
rMNnepTpmMxos, YMepeHHas renatocnAeHoMeraAms.

Npu peHTreHOAOrM4eCcKoOM UCCAEAOBAHUMU KOCTHbIE U3MEHEHMSA TaKMe XKe, KaK
npu cuHapome lNypaep (HO Bbipa>KeHbl HE3HAYUTEABHO), UAU OTCYTCTBYIOT. B
OTAMYME OT OMMUCaHHbIX Bbiwe Tunos M. npu 6oaesun Canpunaunno s
KAMHMYECKOMU KapTHHe NnpeobAapaeT YMCTBEHHAA OTCTAAOCTb; MOPaXKEHN
pPOroBMULLbl U CEPAEYHO-COCYANUCTON CUCTEMBbI OTCYTCTBYIOT. A€TaAbHbIM UCXOA
HacTynaeT o6bi4yHO B Bo3pacTte |0—20 AeT BcAeACTBUE NPUCOEAUHEHMUSA
MHTEPKYPPEHTHbIX UHPEKLLUH



- MYRKOTTIOANCAXAPAUAOS TUTIATV |
(CHUAPOM MOPKHNO, BOAE3HDb

3a6oAeBaHue B 1929 r. He3aBUCMMO APYT OT Apyra BriepBble onMcaAM ypyrsauckui neamatp Mopkuo
(L. Morquio) u aHrammnckum papamnoaor bpenacoopa (J.F. Braiisford). Yactora po 1:40 000. Aetu
poXkpatoTca 6e3 npusHakoB 60Ae3HU. NepBble cMNTOMDBI NoABAAIOTCA B Bo3pacTe |—3 roaa, u K

7—8 ropam KAMHMYECKasa KapTUHA y>Ke MOAHOCTbIO BbipakeHa. OTMeualoTcA pe3Kas 3aAepXKKa pocTa
(pocT B3pocAoro 6oabHOro okoao 100 cm), HeMponopLUUOHAAbHOE TEAOCAOXKEHUE (OTHOCUTEABHO
KOPOTKOE TYAOBMLLE, MUKpOL,epaAUuA, KOPOTKaA wwesA), rpybbie uepTbl AMLa, AepopMaLms rpyAHOM
KAETKM (KypHuHas, 604ukoobpasHan, KuaeobpasHasn), KUp0o3 UAM CKOAMO3 FPYAHOIO U MOACHUYHOIO
OTAEAOB NO3BOHOYHMKa (puc. 5). NMnTaHne cHMKeHOo. BO3HMKAIOT KOHTPaKTYpbl B AOKTEBbIX, MA€YEBbIX,
KOAEHHbIX CyCcTaBaX, 0TMEYaeTCsA BaAbrycHas Aedpopmanms HUXKHUX KOHEYHOCTEMN, MAOCKOCTONMME.
MbiweyHasa cuaa cHmKeHa. B cayyae Komnpeccum CNMHHOro Mo3ra NOMMMO MbILLEYHOM TMMNOTOHUM
OTMeYaeTcs NopakeHne NMPaMUAHOM CUCTEMbI, BOSMOXKHO pa3BUTHE NaparnAerum, napaamya AbixaHus.
Ko>ka yToAweHa, ee Typrop M 3AaCTUHHOCTb CHUXKEHbI. YacTo BbIIBAAIOTCA MYNO4YHbIE M NaxoBble
rPbDKM, PaCXOXXKAEHME NMPAMbIX MbILLL, )XMBoTa. Hepeapko oTMeuaeTcs cHMXKeEHME CAyXa,
AmcTpoduueckune npoueccobl B porosuue. Moyt y Bcex 60AbHbIX, AOXKUBLUMX A0 20 AeT, pa3BUBaeTCs
rayxota. MHTEAAEKT He CHMIKEH.

Mpu peHTreHOAOrMYecKoOM UCCAEAOBaAHMMU O6HapY>KMBaIOTCA USMEHEHUSA MO3BOHKOB: B LUEMHOM OTAEAE
BbIABASIETCSA FMMONAAa3MA UAU anAa3usa 3y60BUAHOIO OTPOCTKaA, B (PYAHOM — CKOAMO3, NOSCHUYHOM —
Kn$o3; BO BCceX 0TAEAaAX OTMEYAETCA NAATUCMOHAMUAUSA — YMAOLLLEHME U PacClUMPEHUE TEA MO3BOHKOB
(puc. 6, a), yeM 06BACHAETCA XapaKTepHOe YKOPOYEeHUE TYAOBMULLLA U HEOObIYHO KOPOTKas Lies.
MN3meHAIOTCA KOCTHU Ta3a: BEPTAY>KHbI€ BMaAWHbI MAOCKHUE U LUUPOKUE, UX Kpbillla CKOLIEHA, KPbIAbSA
NOAB3AOLUHBIX KOCTEX HEMPaBUABHOW POPMbI; KOHTYPbl BCEX KOCTEH HEPOBHbIE; FOAOBKM 6€ApEHHbIX
KocTeM ynaouieHbl (puc. 6, 6). XapaKkTepHa yBeAUUMBAIOLLAACA C BO3PAaCTOM BaAbrycHas Aedopmaums
HU>KHUX KOHeYHocTeMN. MAcTHbIe KOCTU U paAaHIU YKOPOUEHbI U YTOALLEHbI; MPOKCMMaAbHbIE KOHLLbI
NACTHbIX KOCTEX KOHycoO6pa3Hbie, KOHUEBble paraHru rMnonAasmpoBaHbl (puc. 6, B). Koctu
NpeANAeYbs YKOPOUYEHbl; AOKTEBAA KOCTb HE AOCTUraeT Ay4ye-3ansCTHOro CycTaBa, 0TMEYaeTCA BbIBUX
€€ roAOBKM B AOKTEBOM CYCTaBe; 3MM¢pun3bl TPE€YroAbHOM ¢opMbl. AUCTaAbHbIe 3NMPU3bI KOCTEU FTOAEHMU
CKOLLEHbI, cTONbl AepOPMHUPOBaAHDI.















MYKOINOANCAXAPUNAO3 TUINA VI
(CUHAPOM MAPOTO — AAMMU,
BOAE3Hb MAPOTO — AAMU)

B 1960 r. BnepBble onucaH ¢ppaHuy3ckummu Bpadamm MapoTto (P. Maroteaux) u Aamu (M. E.J. Lamy). lNepBblie
CUMMNTOMBbI MOABASAIOTCA Y AeTel cTaplue 2 AeT. XapaKTepHO OTCTaBaHWe B pocTe, rpy6bie yepTbl AMLa (Kak
npu cuHppome l'ypaep, HO MeHee Bblpa)KeHbl), MaAble pa3Mepbl BEPXHEN YEAIOCTH, KOPOTKas Lues,
60uKkoo6pa3Han rpyaAHas KAETKa, YKOpoUyeHHble KAlouMLbl (puc. 7, a). OTMevaloTca crubaTeAbHble
KOHTPaKTYypbl CyCTaBOB BEPXHMX KOHEeYHOCTeH (60AbHbIE HE MOTYT NOAHATb PYKM BBEPX); C BO3PacTOM
NOABAAIOTCA KOHTPAKTYpPbl B CycTaBaX HUXKHMX KOHEYHOCTEH, HapyluaeTca noxoakKa (puc. 7, 6). Yacto
NPUCOEAUHAIOTCA OCTPble pecnMpaTopHble BUPYCHble MHeKLUMU. HepeAKo BbIABAAIOTCA rPbKK,
renatocnAaeHomeraams. Moryt HabAloAaTbca rnapouedasms, cnactudeckue napasmum. MHTEAAEKT He
cTpapaer.

Mpu peHTreHOAOrMYEeCKOM MCCAEAOBAHUM BbIAABAAIOTCA M3MEHEHUSA (POPMbI MO3BOHKOB, KOTOpbIE BHaYaAe
MMeEIOT ABOSIKOBBIMYKAYIO ¢pOpMy, a 3aTeM NpuobpeTaloT Ky60BHMAHYIO MAM KAMHOBUAHYIO (pHcC. 8, a);
Aedopmaummn Taza: oH npuobpeTaeT popMy TpPeyroAbHUKA, BEPTAY>KHbIE€ BMAaAUHbI MEAKUE, FTOAOBKM
6eApEeHHbIX KOCTEN FrMNOMNAa3MpOBaHbl, TPEYroAbHOM GOpMbI MAM ynAoLLeHHble (puc. 8, 6). MaAble 6epuoBble
KOCTH yKopoueHbl. Kuctu u cronbi yaie 06b14HOM GOPMBI, MHOrA2 HAMOMMHAIOT U3MEHEHUA NPU CUHAPOME
l'ypAep (kortucrasa Aana) u 6oaesnn Mopkuo (Aepopmaumsa cronbl). OTMeuaeTca Aepopmanmnsa KOcTeu
BEPXHMX M HXKHUX KOHEYHOCTEMN, pebep, KAIOUMLL; BO3MOYKEH acenTUYeCKUM HEKPO3 FOAOBKM 6eApeHHOM
KOCTM.

Mo cTenenu BbipaxkeHHOCTH cMMNTOMOB M. 60Ae3Hb MapoTo — AaMu AEAAT Ha TUMHMUHYIO KAACCUYECKYIO
dopmy (A) u Aerkyio, uan markyio (B), ¢ He3HaUMTEABHOU BbIPaXKEHHOCTbIO CMMNTOMOB. AuddepeHumnarbHbIN
AMarHo3 NpoBOAAT € CUHAPOMOM ['ypAep, Npu KOTOPOM CTpaAaeT MHTEAAEKT.
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PEAKO BCTPEYHAEMbIE TUT1bI
MYKOINOAUCAXAPHUAO3OB

Mykonoaucaxapmuaos tuna Vil (cunppom Caasn). Onucan Caaem (WS. Sly) B
1973 r. KAmHW4yeckue nposiBAeHus cxoxkm ¢ cuHapomoM CaHduamnno. AnarHos
YCTaHaBAMBAIOT TOAbKO MPU AETaAbHOM OMOXMMUYECKOM UCCAEAOBAHUN.

Myxkonoaucaxapmuaos tuna Vill (cunapom Au ®@eppante). Onucan Au
®eppaHTe (N. Di Ferrante) u ap.B 1978 r.[lo KAMHMYECKMM NPOSIBAEHUAM CXOXK C
MyKomnoAucaxapuaosom tmna IV (cuHapom Mopkuo), HoO B OTAMYME OT HEro npum
MykonoAucaxapuaose Tuna VIl BolparkeHa 3aaeprkka MCUXOMOTOPHOIO U
MHTEAAEKTYaAbHOIO pa3BUTUS.

9 TMN - HEAOCTAaTOYHOCTb M'MaAYPOHUAA3bI. KAMHMYECKU: HUSKOPOCAOCTD,
MHOXECTBEHHbIE OTAOXEHUSA B OKOAOCYCTABHbIX TKAHAX MTMaAYPOHOBOM KMUCAOTBI.




ANATHO3 OCHOBbBIBAETCA HA KAMHNYECKUX MPOABAEHUNAX, AAHHbLIX
PEHTTEHOAOIMYECKOTO MCCAEAOBAHMA, OMPEAEAEHUM DKCKPELLMM C MOYOMU
FMMUKO3AMNHOTAMKAHOB, MCCAEAOBAHNN AKTUBHOCTHU CINELUNDOUNYHECKMNX
®EPMEHTOB KYAbTYPE KAETOK (DMEPOBAACTAX KOXXM U AEMKOLIUTAX),
AMHUOTUYECKOM XKMAKOCTU (AHTEHATAABHAA AUATHOCTUKA).

AeueHue cumntomaTmyeckoe. [1pn 3ToM 6OAbHBIX HabAIOAQIOT pasHble
CNeLUaAuCcTbl — XMUPYPru (YAaAeHUe rpbiX), opTorneAbl (opToneAnyecKkas
KOPPEKLMS HapyLUEHU ONMOPHO-ABUIraTEABHOrO annaparta), neanaTpbl (B CBS3U
C YaCTbIMW OCTPbIMU PECNUPATOPHbIMU BUPYCHBIMU MHPEKLIUSMU, CEPAEYHO-
COCYAUCTOM HEAOCTATOYHOCTbIO), OTOPUHOAAPUHIOAOTU (B CBA3M C
HapyLUEHUSIMU CAYXa, XPOHUYECKMMU OTUTAMU U CUHYCUTAMM), OGTAAbMOAOTU,
HEMPOXUPYPrU U HEBPOMATOAOTU (BHYTpPUYEpernHas rmnepTeH3us).
Mcnoab3oBaHME AAS A€4EHUSA FTOPMOHaAbHBIX MpenapaToB (KOPTUKOTPOMMHA,
FAIOKOKOPTUKOMAOB, TUPEOUAMHA), BUTaMMHA A, NepeAnBaHUI NpenapaTos
KPOBW MAa3Mbl, BBEAEHUS AeKcTpaHa-/0 NpMBOAUT AMLLb K BpEMEHHOMY
YAYULLEHMIO.

NMporHos npu Bcex popmax HeGAAronpuATHbIN, T.K. C BO3PaCTOM HapacTaloT
M3MEHEHMSA CKEAeTa, HapyLUeHUs GYHKLMIA Pa3AMHHBIX OPraHOB U CUCTEM.
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