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Myxkomnomcaxapniossl (MIIC)

Myxkomnonucaxapuaossl (MIIC) -rpymmna
METa00INYECKUX 3a00J1eBaHUI
COCIMHUTEILHON TKaHU, CBS3aHHBIX C
HapylICHHEM OOMEHa
rmuko3amuHorukaHoB (I'AT),
IPOSIBISIOIINXCS Te(PEKTaMU KOCTHOM,
XPAIEBOU, COCIUHUTEIIbHOU TKAHEM.
OOycCJIOBJIECHBI JaHHBIE 3a00JICBAHUS
MYyTallUsIMU T€HOB, KOHTPOJIUPYIOIIHAX
IPOLIECC BHYTPH JM30COMHOIO THIPOJIN3a
Makpomosekys AT’

Bce Mykononmcaxapua03bl HaCASIyHOTCS
ayTOCOMHO-PEIECCUBHO U JIHUIIb 00JIC3Hb
Xanrepa (MIIC Broporo Tuma) HacaeayeTCs
X-CIEIUIEHHO PEILECCUBHO.




PA3IMYAIOT CIEAYIOILIUE OCHOBHBIE TUIIbI
MYKOITIOJIMCAXAPUIO30B:

MIIC I tuna: H tuna — cuaapom [ypaep,

H-S - cungpom I'ypnep —Illetie,

S - cunapowm llleiie;
MIIC II tuna — cuaapoM XaHTepa, TsDKelas U Jerkas ¢popMma;
MIIC I1I tuna — cuaapom CaHGUIAIIIO:

I11 Aruma — cungpom Candumumio A;
I1I B tuna — cungpom Candununmo B;

III C tuma — cungpom Candunummo C;
I1ID tuna — cuaapom Candununmo D;

MIIC IV Tumna — cuaapoM Mopkuo:
IV A tuna — cuaapom Mopkuo A;
IV B tuna — cunagpom Mopkwno B
MIIC VI tuma — cuaapom Mapoto-Jlamu (Jierkast U TsoKesas)
MIIC VII tuna — cuagpom Cras
MIIC IX tuna — cuagpom HaroBuke




Mykononicaxapujio3 Tuna I-H (cungpom
[ 'VPIEP).

BriepBric onycaH HEMEIKUM IIeIUaTPOM
I'ypnep (G. Hurler) 8 1919 .

YacTto HaOmOmaeTcs y AeTei, poguTean
KOTOPBIX HAXOIATCS B KPOBHOM POJICTBE.

Yacrora cpeau HoBopoxkAeHHBIX 1:20000 —
1:25000.

[Ipu Tsxenoit popme cunapoma ['ypnep netu

yMHUpPAIOT B Bo3pacte 6—10 JeT OT cepAeUHON U JIETOUHOM
JICKOMITCHCAIUH.

[Ipu nerkoit hopMe HokuBarOT B cpeaHeM 10 30 Jer.
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[Ipu3Haku 00JIe3HU MOSIBIISIIOTCS YK€ HA MIEPBOM TOAY KU3HH, a K

1—2 rogam Bce KIMHUYECKUE MPOSIBICHUS JOCTATOYHO
BBIPA)KCHBI.

ckadouedanus (depen B GopMe KIS JOAKH), TPyObIe YepPThI
JIHIIA,

IIYMHOC IbIXaHUC PTOM, O6}’CHOBJ’ICHHOC aCHONAaMH1 "
IIOpOKaMHU Pa3BUTHA JIMLA U HOCA.

OTCTaBaHHE B POCTE, (DOPMUPYIOTCS HEMPABUILHOE
TEJIOCIOKEHUE U AeOpMAaIK CKeJIeTa: Iest KOPOTKasl, HIKHUE
pebpa BBICTYIAIOT, HAOIIOAAI0TCSI KU(O3 TPYIHOTO U
HOSICHUYHOTO OT/AEJIOB MO3BOHOUHUKA (B IMOJIOKCHUU CUJIS BH/T
«KOTIIa4bei CIIMHBD), JIONATKUA PACIIONIOKEHBI BBICOKO, KUCTH
mIMpokue, V maiel] KOpOTKHiA, HCKPUBJICH (KUCTh HATOMUHACT
KOITHCTYIO JIaIy).

['emarocruieHOMETraIMM

MyMOYHBIMU U MTAXOBBIMU TPBIKBI

U3MEHEHUSIMU CO CTOPOHBI cepAla

BrIsSIBISIIOTCS UBMEHEHUS CO CTOPOHBI I71a3
HaOmntonaercsa cHUXEHUE Cityxa.

XapakTepHO YPE3MEPHOE Pa3BUTHE MYIIKOBBIX BOJIOC.
YMCTBEHHas OTCTaJI0CTh

HEBPOJIOTUYECKAs CHMIITOMATHKA (TTOBBIIICHUE TOHYCA MBIIIIII,
napajnudy, HapylIeHHEe KOOPAUHAIIUY JIBIKCHUH).

Puc. 1. Cunapom I'yprep:
TUMUYHbBIC BHEITHUE
MIPOSIBJICHUSI.
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JIN®D 1uArsHos

B Hauasie pa3BuTHs 00J€3HH y JIeTel paHHEro Bo3pacTra
curapom ['ypnep HeoOxoaumo nudhepeHIMpoBaTh ¢
8POHCOCHHBIMU Oehopmayusmu nO360HOYHUKA (715
MOCJICAHUX HE XapaKTepHa I103a «KOIlaubei CIIMHBDY,
YMCTBEHHAsI OTCTaJI0CTh, I'PyOble YEPTHI JIUIIA,
cueruduyeckue ONOXUMUYECKIE HAPYILICHMS);

T'unomupeozom (B aHaMHE3€¢ — 3aTSIHYBIIAsACS JKEIITyXa 1
3aI10pbl, CYXOCTb KOXKH; TOHKUE, TYCKJIbIE, JIOMKHUE, CYXHE
BOJIOCHI, HET XapaKTEPHBIX KOCTHBIX JIe(opMaliuii).



MyKonommcaxAPro3 TUMA I-S (sonesnb 1IEIE;
MO3IHUN CUHIPOM I VPIIEP).

1 Bnepsbie onucaH
aMEPUKAHCKUM
odranpmoiiorom Illeiie
(H.G. Scheie) B 1962

I.

1 Myxkomnonucaxapuao3bl
tunoB I-H u I-S
paccMarpuBarOT Kak
BApUAHTHI OJTHOU
OOJIe3HU.

Puc. Mauuent C. c cuuapomom lypnep-Leie. Tu-
nuyHble peHoTUnNUYeckne ocobeHHocTy: Gonbluan
ronoBsa, rpybbie YyepThbl MLA, HOC C 3anaBLueil ne-
peHocuuen, NoNyoTKPbITbIN POT



[Ipu poxkaeHur Npu3HaKU OO0JE3HU OTCYTCTBYIOT.

[TepBble cuMnTOMBI (OrpaHUYCHHE pa3rHOaHMs TAJIbIIECB
PYK) MOsABIsAIOTCS B 3—6 jeT. B.k, H.K.,

OtmMeuvaeTcst HeOObIIas 3a7epKKa pocTa.

bonbHBIE KOPEHACTHI ¢ CUIIBHO PAa3BUTOU MYCKYJIaTypOU,
YEepThI JIUIA TPYObIE, XapaKTePEH MIUPOKUN POT C
OIYILLIEHHBIMU BHU3 YIJIAMH.

HaOntogaeTcs moOBBIIIIEHHOE OBOJIOCEHUE, YTOIIICHUE U
HATSDKEHUE KOXKU Ha MalibllaX, MyIIOYHAas UJIK [1axoBas
IPhIKa.

IIOMYTHEHHE POTOBHIIBI, IIayKoMa (Y OOJBHBIX CTapIle
30 ner), nurMeHTHasE TUCTPOUS CETUATKHU.

HNuorna pa3BUBaeTCa HENOCTATOYHOCTH KJIANIAHOB A0PThI
WUJIA aOPTaJIbHBIMA CTEHO3,

renaToCIUICHOMET A OTMEUYAETCS PEIKO.
HNHTEenmeKT 00JbHBIX COXpPAaHEH.

[Ipu pEHTIE€HOIOTUYECKOM UCCIIEIOBAHUM CKEJIETA
BBISIBIIAIOTCS TE€ K€ U3MEHEHUSI, UTO U IIPU CUHIPOME
['ypiiep, HO MEHee BBIpaKECHHBIE.

Puc. 4. bone3un lllene:
THUIIMYHbBIC BHEIIHUE
IPOSIBICHUS






MyxkonomicaxaPuo3 TunA 11 (cungpom I'VHTEPA).

KiIuHUYeCKUE CUMIITOMBI MOSBIISIOTCS MO3HEE, YeM IPU CHHIPOME
I'ypaep (y meteii crapiie 2 jeT) 1 MEHEE BhIPayKCHBI.

Yarre 00JIEI0OT MAJIBYUKH.

XapakTepHbI IPyObie YepThl aulla, ckadouedanus (puc. 3. a), IIYMHOE
IbIXaHUE, HU3KUH IPyOBIil TOJIOC, YACThI€ OCTPhIC PECUPATOPHBIC
BUPYCHBIEC MH(PEKIINM.

Kudo3 o0b4HO HE pa3BUBACTCS;

B 3—4 10/1a OSABJISAIOTCS HAPYIICHUS] KOOPJAUHAIINY JIBUKCHUN —
TMIOXOJIKa CTAHOBHUTCS HEYKIIIOXKEH, JICTH MPpHU X0ab0e YacTo magaroT (puc. 3.

6)7

HU3MEHSETCS OBEACHUE XapaKTepHa SMOLIMOHAIbHAS Ta0WIbHOCTb,
arpeCCUBHOCTb.

OTMEYaroTCs TaKKE MPOrPECCUPYIONIAsi TYTOYXOCTh, Y3EJIKOBBIE
MOPAXKEHUS KOXKHU CITMHBI, OCTEOAPTPUTHI, HE3HAYUTEIIbHAS
TEMaToCIUICHOMET AJIHS.

B Oonee CTapmceM BO3PACTC IMOABJIICTCA JICTKOC IIOMYTHCHHNC POTI'OBUIIBE

CHWKEHHUE UHTEJJIEKTA BBIPAKEHO B MEHBIIECU CTEIICHU, YEM IIPU
cunapome ['yprep.



Cunapom I'yHTEpa y MaapIrKa
2 et — W3MEHEHHsI CKelleTa
c1ab0 BBIpAKEHBI, HET KU 03a,

KOHTPAKTYD.

Cungpom ['ynrepa y
MaJIbuMKa 2 JeT —
rpyObI€ YEPTHI JIUIIA,
ckadouedanus.

Brigenstor nBa BapuaHTa 00JI€3HU —
A u B.

[Ipu BapuanTe A BCE CUMIITOMBI
BBIPA)KEHbI, OOJIE3Hb MPOTEKAET
TSKEJI0, C YMCTBEHHOU OTCTAJIOCTHIO;
CMEpTh HacTymaeT J10 15 JeT.

[Ipu Bapuante B Teuenue 0one3HU
JIETKO€, YMCTBEHHAsI OTCTAJIOCTh
BbIpaKe€HA HE3HAYUTEIIBHO HIIH
OTCYTCTBYET, OOJIbHBIE HEPEIKO
noxuBaroT 10 30 Jer.
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Myxonomcaxaruio3 TurA 111 (cungpom CAHemMmnIIO,
BOJIE3HbE CAHOWINIIIO).

Omnucan amepukanckuM neguarpoM Candumumnmno (S.J. Sanfilippo) B
1963 r. Yactora 1 na 100 000—200 000 HOBOPOXKACHHBIX.

BripakeHHasi peTapamnus HHTEIICKTa,

Makporedanus,

arpeCCUBHOE MOBEICHUE.

OTHOCHUTEIBHO CJIa0bIE CKEJIETHLIE U3MEHEHUS.
['enarocrieHoMeraans NosBJISICTCS B IIKOJBHOM BO3pacTe.

['ycThle, KECTKHE BOJIOCHI, CPOCIIUECS OPOBU, HAPYIIIEHUE OCAHKHU —
TUIIEPIOPIO3.

TyroyxocTb KOHIYKTHBHAs WM cMelaHHasg. KIIMHUYECKU TUIIBI HE
MOTYT OBITh U depeHurpoBanbl. Yale BcTpeuarorcs Tunbl A u B.
Tun D — cambrit peakuii. Tsokenmoe TedeHrne XapaKTepHO I THIA A,
tun C cambld MATKUA. [TpogoIbKUTENbHOCTD KU3HA 10 30 JeT

BripaxxeHHast perapaanus HHTEICKTa






Myxonomicaxapuio3 Tura IV (camuapom Moprkno,
BOJIE3Hb MOPKHO).

® 3aboneBanue B 1929 r.
HE3aBHUCHMO APYT OT Apyra
BIIEPBBIC OMUCATIA YPYTBAUCKUU
neuarp Mopkuo (L. Morquio) u
aAHTJIMHACKUM Fazmonor bpeitncdopa

(J.F. Braiisford)
®  Yacrora no 1: 40 000.

® Jletn poxaaroTcsi 0e3 MpU3HaAKOB
OOJIEe3HH.

@ IlepBble CUMOTOMBI MOSIBJISIIOTCS B
Bo3pacTte 1—3 roaa, u Kk 7—8
rojiaMm KJIMHMYECKasi KapTHHA yxKe
MIOJTHOCTHIO BBIpaykeHa.

®  YMuparoT B Bo3pacte 20—35 et




pe3Kkast 3aepikka pocta (pocT B3pOCIoro 00JIHOTO
okos10 100 cm),

HETIPOTIOPIIMOHAIFHOE TEJIOCIOKECHIE
(OTHOCHUTETHFHO KOPOTKOE TYJIOBHIIIE,
MUKpoIiedans, KOpoTKas Iies),

rpyObI€ YEPTHI JINIIA,

nedopManus TpyJaHON KICTKH (KypHHas,
OoukooOpa3Hasi, KuiieoopasHas),

K103 W CKOJIMO3 TPYTHOTO Y MOSICHUYHOTO
OTJIEJIOB MO3BOHOYHUKA

BO3HUKaIOT KOHTPAKTyPhI B JOKTEBBIX, TICUYEBBIX,
KOJIEHHBIX CyCTaBaX, OTMEYAETCS BaJIbI'yCHAas

nedopMalusg HUKHUX KOHEYHOCTEH, MI0CKOCTOIHE.

MpeInieuHas cujia CHHYKEHA.

BO3MOKHO PAa3BUTHUC ITAPAIVICTHUH, ITapaJInda
AbIXaHHWS.

Koxka yroniieHa, ee Typrop u 3JaCTUYHOCTD
CHUKCHBI.

ITYIIOYHBIC U I1aXOBLIC I'PBIZKH, PACXOKIACHHUC
I[MPAMBIX MbIHIIT KUBOTA.

CHUKEHHUE CIIyXa, AUCTPOPUUECKHUE MTPOIECCHI B
pOTOBHUIIE.

IyXoTa.
HNHTEIIIEKT HE CHUKEH.

CI/IHﬂpOM MOpKI/IOZ THUITNYHBIC BHCIITHH
IIPOABJICHUA.



MykonomicaxAruio3 TuraA VI (cungpom
MAPOTO — JIAMU, BOJIE3BHb MAPOTO —
Jlamum)

B 1960 r. BepBrIe onucaH

¢dpaniy3ckumu Bpadamu Maporto (P.

Maroteaux) u Jlamu (M. E.J.
Lamy).

IIepBbI€ CUMIITOMBI MOSIBJISIFOTCS Y
neTen crapiie 2 Jer.

XapaKTEepHO OTCTAaBaHUE B POCTE,
rpyObIe YepThl JinIa (Kak Ipu
cuaapome 'ypaep, HO MeHee
BBIPA)KCHBI), MaJIbIC pa3MepPhl
BEpXHEW YEeII0CTH, KOPOTKas IIes,
O0oukooOpa3Has rpydHas KJIeTKa,

YKOPOUCHHBIC KIIOUHMIIEI (prc. 7, a).

Cungpom Mapoto — Jlamu: (TUIIHYHBIC
BHEIITHHUE MPOSIBJICHUS Y JICBOUKH 9 HET)-—
rpyOble YepThl Jinila, 00ukoOoOpa3Hasi FPyAHAsI
KJIETKA.



OTMeuaroTcest crudareabHbIe KOHTPAKTYPhI CYCTaBOB
BEPXHUX KOHEUHOCTEH (OOJIbHBIC HE MOTYT TOIHSTH
PYKH BBEpX);

C BO3pAaCTOM MOSIBJISIFOTCS KOHTPAKTYPhI B CyCTaBax
HIOKHUX KOHEYHOCTCH, HapyIaeTcs moxoaka (puc.

7, 0).

YacTo mpuUCOEIUHSIOTCS OCTPhIE PECTIUPATOPHBIE
BUPYCHbIC UH(DEKIIHH.

Hepenko BBISABIAIOTCS TPBIKH,
rernaToCIeHOMEranus.

MoryT HabmonaThCs TUAPOIEPaIrs, CHAaCTUYCCKUE
napannuu. MHTEIUIEKT HE CTpaaaeT.

OpaXEHUE CEPACUYHO-COCYIUCTON CHCTEMBI
(KJTaITaHHBIHN anmapar)

nporpeccupyroias rujapouedanus,
oTeps 3pCHU,

HCBPOJIOI'MYCCKasA KIIMHUKA, CBA3aHHAA CO
CAaBJICHUCM CIIMHHOMO3I'OBOI'O KaHaJia.

HN3mMeHeHne KUCTH B BUJIE «KOTTUCTOM JIAIIbD,
KOPOTKHUE U YTOJILIECHHBIE MAJIbLIbI

HNHTEIUIEKT COXpaHEeH

[.
s 8

Cliwrr

Puc. 70). Cunapom Mapoto —
Jlamu: (TUIIMYHBIC BHEITHUE
IPOSIBIICHUS Y A€BOYKHU 9 JIET) —
KOHTPAKTYPhl BEPXHUX U HIKHHUX
KOHEYHOCTEH.



Myxkonomicaxapuo3 Tuna VII (cungpom Crasg).

Omucad Craem (W.S. Sly) B 1973 r.

KimHu4deckye nposBICHUS CX0KU C CHHIPOMOM
Candunumniio.

Jlnarso3 yCcTaHaBJIMBAIOT TOJIBKO IIPH JI€TAJIbHOM
OHMOXUMUYECKOM HCCJICTOBAHUM.

BucnepanbHblil (PEeHOTUI: HU3KUU POCT,
renaToCIICHOMET AU,

IYIIOYHBIE U MTaXOBBIE TPHIKH,

OOCTPYKILMSI BEPXHUX JbIXaTelIbHbIX ITyTEH,
MOPAXKEHUE CEPJICUYHO-COCYAUCTON CUCTEMBI.
CHMKCHHE MHTCIUICKTA.

[loMyTHEHHE POTOBUIIEI.



Myxkonomucaxarnjio3 TMHA VIII (cungpom Iy DEPPAHTE).

Omnucan /Iu @eppanre (N. D1 Ferrante) u gp. B 1978 r.

[10o KIIMHUYECKUM MPOSBICHUAM CXOXK C
MyKoIoiaucaxapuao3oM tuna IV (cunapom Mopkuo), HO B
OTJINYHE OT HETO IPpHU MyKomoaucaxapugose tama VIII
BBIPAKCHA 3aJIePrKKa IICKXOMOTOPHOIO M MHTEIIICKTYalbHOTO
pa3BUTHS.

Hwuskuii pocr,
paciieIieHue Heoa,
4acCThI€ OTUTHI,

MOSIBJIEHUEM MATKUX Y3E€JIKOB BOKPYT CYCTAaBOB, C
MepPUOAUYECKHU TOSBIISIIONIEHCS 00JIE3HEHHBIM OTEKOM
CyCTaBOB.



Kajao0bI HA:

OTCTaBaHUE B POCTE;
rpyObI€ YEPTHI JIUIIA

YBEIIMYEHUE PAZMEPOB
TOJIOBBI;

nedopMalius CKelIeTa;
CKOBAaHHOCTh B CyCTaBaXx;

yacThle UHPEKIUHU BEPXHUX
JBIXaTEIbHBIX ITYTEH,

IIYMHOC JbIXaHHUE; alTHO?
BO CHE;

MyIOYHAs, TaX0Basi TPBIKH
CHU>KCHHUE 3PEHMUS, CIyXa;

AHaMHe3:

JleTr, Kak mpaBWiIO, POKIAIOTCS KHOPMAITBLHBIMMY.
XapaktepeH O0JbIION BEC IPU POXKIACHUM.

3—5 MecHIIeB MOSBIACTCA PUHUT, TTO3XKE —
pelHUIUBUPYIOITHE HHGEKIINH, OTCTaBaHUE B POCTE,
yBEIIMYEHHE TOJIOBBI, MHOT/IA — MTaXOBBIC U ITYTIOYHBIC
I'PBIXKH.

6—8 Mecs1eB YepThl JIMIla CTAHOBSTCS TPyObIMU,
pa3BUBACTCS MOPaKCHHUE TTO3BOHOYHHUKA.

9—12 Mmecs1eB NOSIBISECTCS KOMIUIEKC TUITHYHBIX
KJIMHUYECKUX MTPOSBIECHUM, KOTOPBIC ITOCTEIIEHHO
nporpeccupyroT. JIuio npuodpeTaeT xapakTepHbie
IPOTECKHBIE YePThl — OOJIBIIION HOC C 3aaBlIeH
MIePEHOCHUIICH, MMyXJIble TYObI, MAJICHBKHUE 3YOBI C
IUPOKUMHU 3yOHBIMU ITPOMEXKYTKAMHU, TTO3THEE
Mpope3bIBaHUE 3y00B, Makporioccus. BHemHui By
MAIMEHTA XAPAKTEPU3YETCSI OTCTABAHUEM B POCTE ,

JUCTIPONOPLIMOHAIIBHBIM TEJIOCIOKEHUEM, C YKOPOUCHUEM
TyJIOBUIIIA. BO3MOXKHA MIyXoTa, MyMNoYHas rphlkKa, maxoBast
TPBDKA, YIUIOTHEHHE U YTONIICHHE KOXKH, rpyObIe BOJIOCHI,
YMEpPEHHBIN rupcyTru3M. Ha mo3aHux craausx BO3MOXKHO
pPa3BHUTHE TITYXOThI, CIICTIOTHI, IEMEHITUH |

HapyIIeHUs] TOHUMaHUs
peuu, CHa,

CYIOPOTH.




JIABOPATOPHBIE NCCIEJOBAHUS .

OAK: anemusi, neiikonenusi, y 50% OOIbHBIX B JIGUKOIIUTaX MOXKHO OOHAPYXKUTh 3€pPHUCTOCTh AJIbJepa.

BuoxuMuyecknii aHaau3 KpoBH: [ uniepxonecTepuHeMusi, yMEPEHHOE MOBBIIICHUE YPOBHS
anannHamuHotpanchepassl (AJIT) (42 En/n), acnapratramunorpancdepassl (ACT) (49 En/n);

Omnpenenenne ypoBHsi 3kckpeunu 'AI' B mode myTem 3s1ekTpodopesa: nossiieHre ypoHs ['Al’ B moye.

I/IHCprMeHTaJILHI)Ie HCCJICAOBAHUSA

IxoKI': BrOpuuHas guistaliMoHHasl, runeprpopuueckas kapauomuonarus. [lopaxkeHue KianaHHOro ammnapara
cepAla: KJIaaHbl YTONIIEHbI, OTMEAUETCS] OTPAHUYECHHUE UX MOJABUKHOCTHU, YTO MPUBOAUT K HEAOCTATOYHOCTHU
u/vim cTeHo3y. Yaie Bcero nmopaxaercsi aOpTajibHbIA U MUTPAIBHBIN KJIallaHbI.

Pentrenorpadgusi onopHo-1BUraTejLHOro annapara: "polobu" MO3BOHKH, MIO3BOHKU UMEIOT KyOOBUIHYIO
bopMy, UX KOHTYpPHI 3aKPYTJICHbI, B IEPEXOAHOM OTJIEJIE BBISBISETCA CKOUIEHHOCTh MEPEIHEBEPXHUX YIIIOB,
yIoo0Opa3Hbiid KU 03, YTOIIIEHUE U YKOPOUEHHUE OTPOCTKOB, KOPTHKAJIbHOE YTOHYEHHE JJIMHHBIX KOCTEH,
rpyaHoi Kudo3, TOSICHUYHBIN J0PA03, AUCIUIa3Us TOJIOBKU O€IPEHHON KOCTH U BEPTIIY>KHOW BIAJMHBI.

PeHTrenorpa(bml KOCTel KHUCTH: CBUACTCIILCTBYCT O HCAOPA3SBUTHUHU HOI'TCBLIX q)anaHr, YKOPOUCHHHU U
pacIupCHUUN IISICTHBIX KOCTGI\/'I, IMPOKCUMAJIBHBIX U CPCIHUX q)aHaHF

Pentrenorpacgusi opranoB rpyaHoil KJeTKH, 3aCTOMHbIC THEBMOHUH, XPOHUYECKHE OPOHXUTHI. Omnpenensercs
YTOJIIIIEHUE TIEPETHUX M UCTOHUYCHUE 3aJHUX OTJIETIOB pedep, COMPOBOXKIAIOIINECS X JIOTTATOBUIHON WU
cabieBuHOM nedopmaniuei, ykopoueHue 1 jaedpopMaiiis KIFOUHI], YMEHbIICHUE U CMEIICHUE TOJIOBOK MJICYEBBIX
KOCTEU.

Y3MU opranos OpOLIHONM MOJOCTH: ITEMATOCIIICHOMET A,



JIN®OEPEHIIMAJIBHASL IUATHOCTUKA

Cunnpom I'ypnepa — 1 tun
Cunaapom Ileiie — 1 tum S
Cunapom XaHrtepa — 2 THI
Cunapom CaHbUIUNIO — 3 TUII
CunapoMm Mopkuno - 4 Tur

Cunapom Mapoto-Jlamu - 6 Tun



MpuaHak MuHUManbHblE AnarHocTU4eckme Comatuyeckue
JTabopaTopHble JaHHbIe

Hayano
CuHgpom NpU3HaKu nposiBNneHuns
Ha nepBowm roagy lpyOble YepTbl NUUa, 3agepxka | MopaxeHue cepaua,
XU3HW NPOSIBNSIETCA.  POCTa, BblpaXXeHHas yMCTBEHHas yacTo
loBblLLIEHHAA 3KCKpeLuns
yBenuyeHnem u OTCTanocTb, KOPOTKas Lues, BocCnanuTenbHble © MOYOIA

nedopmaumeri | BOPHOKOOGPasHasa Unu KunesuagHasi 3abonesaHns BepXHUX
MyKoronuncaxapuaos -

CuHgpowm lNypnepa . N
Yyepena, 3a4epXXKon rpyaHasi kneTka, UCKpUBNEHMe | AblXaTenbHbIX NyTen,
AepmartaHcynbdara un

do13n4eckoro u NO3BOHOYHKMKA, NaxoBas n NMHEBMOHUM,
renapaHcyneraTa
YMCTBEHHOIO NynoYHble rpbiXXn, OrpaHNYeHne | renatocnsieHoMeranu
pas3BUTUSI. NoABWKHOCTEN B CyCcTaBax A
XapakTepHO LWMPOKOEe Nnuo, AHoManu4a
OTCTaBaHWe B pOCTe, yMEPEHHAsA aopTanbHOro loBblLLIEHA 3KCKpELns C
Cungpowm Lene LLIKONbHbIM BO3pacT | MbllLeYHasi TMNOTOHUS, KOPOTKasa KnanaHa, nHorga MOYOM KepaTaH- U
LIes, LUMPOKME N KOPOTKME KUCTU K| renaTtocnyieHoMeranu = aepmaraHcynbdara.
CTONMbl, CHUKEHWE 3PEHUS U CriyXa A
Makpo- n ckacouedanus, Mykononucaxopuaypvs,
yTOmLLEHNE HO3apeMn, ryb u a3bika, | fenarocnneHomeranu aedouunt
CuHapom XarTepa 1-2 ropa TYronoaBM>XHOCTb CyCTaBOB, S, UBMEHEHUA naypoHartcybatasel B
3aepKa pocTa, rmnepTpuxos, KnanaHHOro annapara dubpobnacrax,
YTOJLLIEHHAA KOXa, KOpoTKas Les, cepaua. CbIBOPOTKN KPOBU,

penkve 3y6bl. nuMmdoumTax



B Bo3pacte 1-4 roga
CUHAPOM, peTMHONAaTUS,

MnepTeH3noHHo-rngpouedansHbIn

nposiBnseTcs MNoBblLIEeHHas aKcKpeLus
. NpOrpeccupyoLLee CHUXKeHve )
MOBbILLIEHHON C Mo4oM
CuHapom WHTENNeKTa, HapyLleHne peyu, [enaTocnneHom
BO30YAUMOCTbIO, _ renapaTcynbdara,
CaHdununno cnacTuyeckas gunnerus. XapakTepHo: eranus
HapyLleHneM 9 KUCIbIX MMMUKO3aMUHOT
BbICTYNaloLWui Nno6, runepTenopusm,
BHUMaHUs, y | NMKaHOB.
TONCTbIE ryObl, GONbLLOW A3bIK, HA3KWU
arpeccMBHOCTbLIO

POCT, KOpPOTKKUE, LLUINPOKNE KOHEYHOCTHU

OTtcraBaHue B pocTe, ckadouedanus

Ha 2 rogy »u3Hu -

KNQOCKOJINO03, nporpeccupyroLimne
OTCTaBaHuMeE B poCTe " q:) porp PytoLl

B Mmoue - n3dbITok

Mopokm cepaua, KepaTtaHcynbgarta nnm

CuHgpom Mopkuo aedopmMauunm NO3BOHOYHMKA U 6onbLion
pasHoobpa3Hbie BCEX KUCIbIX
rPyOuHbI, KOPOTKas Les, KunesmaHas XXMBOT.
Aedopmauun ckeneta y [MMKO3aMUHOTIMKAHOB.
rpyaHas Knetka, NOSICHUYHbIN Nopaos3.
YMepeHHble NposiBrieHns
y enaTtocnneHom
BHYTPUYEPENHON TMNEPTEH3NU, K
eranus,
C 2-3 neT oTMevaeTcs,  LLIKONbHOMY BO3pacTy MOSABMSAOTCS
cepaeyHococyq
Cungpom MapoTo- | oTcTtaBaHue B pocTe, rpybble 4epTbl Nuua, NOMyTHEHME CTas v Hdedunumnt
Namu nporpeccupyioLlee pOroBuLbl, KOPOTKas Les, bIXaTeNbHas apuncynbdarasbl
NOMyTHeHue poroBuubl  H6oukoobpasHas rpygHas Knetka,
He4oCTaTOYHOCT
CVMHOPOM 3ansiCTHOTro KaHana, .

NOACHUYHbBIN KNAO3, rPBIKU.




JIEYEHUE :

Pe:kuM B 3aBUCUMOCTH OT TSKECTH U ()OPMBI 3a00JIEBaHMS: OT OOIIETO J0 MOCTEIHHOTO.

Jneta ctonm Nelb.

ITaToreHern4yeckasi ceJleKTUBHAsA 3aMeCTUTEIbHAA (l)epMeHTOTepaHI/IH JJIA:

MIIC Ituma — Jlaponumasa, koHIeHTpar 1/mpurot. p-pa 1/uad 500EA/5mn — 100E/xr, 1 pa3 B
HEJIEITIO - TIOKU3HEHHO;

MIIC II tuna — Maypcynbdarasza , KOHIIEHTpAT I/IpUroT. p-pa i/und., 6mr/3ma — 0,5mr/kr, 1
pa3 B HENEIIO - MOKU3HEHHO;

MIIC VI tuna — lNancynsdasa, KoHIeHTpaT A/npurot. p-pa a/uad., dSmr/d5mi — 1 mr/kr 1 pa3 B

HEJICIT0- MOKU3HEHHO;
MIIC IV A tuna — Dnocynbdasa, KOHIIEHTpAT A/Ipurot. p-pa a/uad. - dSmr/dmia — 2mr/kr 1pas
B HEJIEITIO — MOKU3HECHHO.

Jisi KynupoBaHusi 0TEYHOI0 CHHAPOMA, coodmiaouieics ruapouedaauu, aprepuajibHON
TUINEePTeH3HN:
dypocemua 40mr mo 1Mr/kr 2 pasza B IeHb- Kypc 5-7 THEH;
cnupoHonaktoH 40mr 1-3 mr/kr 2 pasa B aeHb Kypc 10 mHel;
kantornpun 25 mr 0,1 mr/kr/pa3 3 pazaBnens — kype 10 gHEiH;
BUHIIOLIETHH, D MI' — ¢ 3 JIET.BO3pacTa 1o2,5 Mr 3 pa3,Kypc7-15



IIpu cynopo:;kHOM CHHApPOME:
kapOamazernmH 0,2rp Tabmerkax 20mr/kr 1 pa3 B J€Hb KYpC B 3aBHCUMOCTH OT
TSXKECTU TEUCHUS 3a00JI€BaHUs

IIpu ocTpBIX BOCHAJUTEIbHBIX MPOLECCAX ¢ MPeodIagaHueM IKCCYIATHBHBIX
siBJIeHUI (0TeK CJM3MCTOI 000JI0YKHM TOPTAHM):
npeaan300d SHmr mo 0,5-1 mr/kr 2 pasza B neHb — kypce 10 gHei.

JlJisi CHATHSI CHMIITOMOB OPOHX000CTPYKIIUK:
sybummH 10M1 — 2.4% 7-10 mr/kr B cyTku B 4 mpuema, Kypc 5 THEH;
cajapr0yTaMoJl a3p030Jb, p-p ISl MHTAISAIUN HeOyna CONepKUTZ,d MT- o 2,5 Mr,
MaKCHMAaJIBHO JI0 5 MTI' MHTAISIIMOHHO Yepe3 HeOymaisep X 4 paza B AeHb Kypc H-7 IHEH.

MyKOJIUTUKH:
amOpoxcoi-ruapoxaopu 15mr/d5mi. [lo 2- x mo 2,5 mur 2 pasza B 1eHb, OT 2 70 5
jet no 2,5 M 3 pasza B JieHb, OT b -12 jeT nmo 5 mn 2-3 pasa B JACHb.

IIpu cepaeyHO-COCYIUCTOM HEAOCTATOYHOCTH B KOMIUICKCHOW TEPAIMU KIS MarHus
acnaparusar rmo 250-500 M — 1pa3a B eHb B/B KaIll Kypc 5-7 JTHEH;

OOumeykpemsomas Tepanus, Npyu ruNOBUTAMUHO3aX:

OUPHIOKCUH THapoxiopua, 1 v 5% - 0,02—0,03 r 1-2 pasa B AeHb B/M Kypc
20—25 MHBEKIUM;

THAMUH XJaopu, 5% 1 mu - getsam crtapie 8 et 12,5 mr (0,25 ma 5 %
pactBopa) 1pa3 B cyTkH, Kypc 10-30 HHBEKIINH;
’ domuesas kuciora, 0,001 — ¢ 3-x jget mo 0,00025 rp (1/4 10) B cyTKH, KYpC
20-30 nueii.



ITo noka3aHusIM NMPHU HAJMYHH Kes1e301ePUIIUTHON AHEMHUM:
aktudeppud p-p 30mi — o 5 M 1-2 paza B AeHb IS I€TEN TOMIKOIBHOTO BO3PACTa, AETH IIKOJIBHOIO
BO3pacrta o d Mo 2-3 pasa B JieHb, Kypc 8-12 Hen.

B cocraBe kKoMIIEKCHOI Tepanun MHPEKIHMOHHO-BOCIIAJIUTEIbHBIX 3a00J1eBaHUil yXa, rop;a, HOca ¢
BbIPA’KEHHBIM 00J1€BbIM CHHIAPOMOM:
aukinodenak 25Mr - 2 mr/kr 2pasa B aeHb Kypc 7-10 mHei.

PennanBupymonme pecnupaTopHbie 3a001eBaHus yXa., TopJia, HOCa, BEPXHUX IbIXaTeJbHBIX MyTeii:
nedazonua 0,5rp, 1,0 rp — 20-50mr/kr 2-3 pasa B n1eHb B/M Kypc 7-10 mHei;
nedprpuakcon amn 1000mr — 50-80mr/kr 1 pasa B neHb B/M Kypc 7-10 mHEi.

Jist npopmiiakTuk rpuOKoBOM HHPEKIHMHU MOCae AHTHOAKTEPUAJIBLHOI Tepanum:
¢mykonazon 100Mr — mepBbIil 1eHs 6 MT/KT, BTOPOW M TIOCTEIYIOIIUE JHU 3 MI/KT, Kypc 3-5 THEH.

IIpu GyHKUMOHAJBHBIX H OPTAaHNYECKUX MOPAKEHUSIX HEPBHOM CHCTEMbI, COMPOBOKIAKIIMNXCS
NMOBBIILIEHHOH BO30yIUMOCTbI0O, IMOIMOHAIbHON JA0WIBHOCTHI0O U HAPYILIEHHMEM CHA:

ruiuH, 0,1 — mo 1 ta6. 2-3 pa3a B neHb Kypc 7-14 gHelt. YcnokauBaroliee AeiCTBUE — MUKCTYpa
[TaBnoBa pactBop 200mn/¢urakor — o 1 4/n 3 pasa B eHb kype 7-10 nHei.

AHTHTUTIOKCHYECKOE, AHTHAMHETHYECKOE, AaHTHANINJIENITHYECKOE TelicTBHE:
Hooden, 0,25 — 0,1-0,2 rp 2-3 paza B AeHb Kypc 7-14 nHei.

IIpu ncuxocoMaTnyeCKUX M HEBPOTHYECKHUX PACCTPOMCTBAX, HAPYLICHUS] OBEACHHS:
coHanakc, 10 mr — netu 4-7 set - mo 10-20 mr/cyt. KparHocTts ipuema - 2-3 pasa/cyt; 8-14 et - o
20-30 mr/cyT, kpaTHOCTB TipHeMa - 3 paza/cyt; 15-18 ner - mo 30-50 Mmr/cyT, KpaTHOCTh pueMa - 3 pas3a B CyT.
xyopnpotukced 15 mr 16 - 0,5-2 Mr/kr 1pa3 B IeHb — AJIUTEIBHO, TOJBKO JIETSIM cTapiie 6 JieT.



Jlpyrue BuabI JIeHCHUS,
OKa3bIBaeMble HA aMOyJIATOPHOM
ypOBHe:

WHIMBHUTyaJbHBIC 3aHATHS C
JIOTOIIEIOM;

3aHATHS C TICUXOJIOTOM;

KOHIYKTHUBHAS I1eJ]arOr1Ka;

JI®OK, maccax, GU3NOICYEHUE -
030KEPUTOBBIC AIMIUKAIINH,
JTapCOHBAIM3AIUS BOJIOCUCTON YacTH
T'OJIOBHI, 3JIEKTpodope3 ¢ dypummmHOM
Ha IIEUHBIN OTAE IIO3BOHOYHUKA.

WHTAJISIINH;

JbIXaTeIbHass TAMHACTHKA,;

opToIeInYecKasi KOPPEKITus
(kopceT, opTorneanyeckas 00yBb)

Xupypruueckoe BMemareJabCTBO,
OKa3bIBaeMoO€ B CTALIMOHAPHBIX
YCJIOBHSIX:

apTPOCKOINS;

JEKOMIIPECCUS CIIMHHOTO MO3ra;

JIEKOMITPECCUS HEPBHBIX CTBOJIOB;

XUPYpPruvecKasi KOppPeKIus
CEPAECYHO-COCYIUCTON HEAOCTATOUHOCTH
(3aMeHa KJIaIllaHoB);

XUPYpPrudecKasi 3aMeHa KOJIEHHOTO
WM Ta300€IPEHHOI0 CYCTAaBa;

BEHTPUKYJIONEPUTOHEATIBHOE
ITYHTUPOBAHUE;

a7ICHOUIPKTOMUS;

TOH3WJIIKTOMUS;

TPaXECTOMHS MPU BBIPAKEHHOU
OOCTPYKIIMM BEPXHUX JIbIXaTEIbHBIX
IyTEU U HOYHOM arHO?;

IPbDKECECUYEHUE.



Y10 TAKOE MYKOBUCLUIO3 ¥ JAETEMR

1 Ha3zBanue 3a001€BaHUs MPOUCXOIUT OT
JATHHCKHUX CJIOB MUCUS «Cm3b» U viscidus
«BSI3KUI. MVYKOBHUCIIMIOS3 - 3TO CUCTEMHOE
HaCJIEJICTBEHHOE 3a00JIeBaHUE, TIPH KOTOPOM
OPaKAIOTCS BCE OPraHbl, KOTOPHIC BHIACIISAIOT
CJIM3b: OPOHXOJIETOYHAsI CUCTEMA,
MOJKEITYIOUHAsl kKeJe3a, IEYEHb, TOTOBbIC
’KEJIe3bl, CIIFOHHBIC KEJIE3bl, JKeJIe3bl
KMUIIIEYHHUKA, TIOJIOBBIC JKEJIC3HI.

1 MykoBucuao3 (cystic fibrosis) —
3a00JIeBaHHUE, KOTOPOE MPOUCXOUT B
pesyabrare mytauuu rena MBTP,.

1 Yaie BCcero CMMITOMATHKA MYKOBHUCIIHI03Aa
BO3ZHHUKACT B TaAKHX OpraHax.

- [TomxkenynouHas xemnesa;

- IleucHs;

- Kunieunuk;

- JIpIXareapHasi CUCTEMA, JIETKHE.




ITATOTEHE3 (UTO NPOMCXOAUT?) BO BPEMSI
MYKOBUCHHUAO3A V JETEIL:

1 CekpeT 3K30KpHUHHBIX JKEJIE3 CTAHOBUTCS OCOOCHHO BSI3KHUM,
YTO BBI3BIBAET OOJIBIIMHCTBO IMAaTOJOTHYECKHUX MPOIECCOB,
KOTOpHIE JIE€KaT B OCHOBE MaTOreHe3a 3a001¢BaHMSI.

Cnu3b Gnokupyet
AbiXaTenbHbie NyTy

Cnu3b GnokMpyeT NpoTokK X
NOMKeNyA0YHOI Xene3bl ENyROK

lompkenynouHan
. XKene3sa

Nérkue NOMKEeNyA0UHON
xenesbl




PA3MUArOT CJIEAYIOUIINE ®OPMbI MYKOBUCIINO3A.

JIEérouHas — BO3HUKAET BCJIECACTBUE U3MEHEHUS COCTABA
CJIU3U U €€ 3aCTOA B JIETKUX, 3aTPYAHEHHOTO OTX0/Ja
MOKpOTHI. Berpewaercsa B 15-20% ciydaes.

Kunreynas — o0OyClioBIMBAETCS HEAOCTATOYHOCTBIO CEKPEIUN
opranoB JKKT. fpko mposiBiisieTcs mpu BBEIEHUN TIPUKOPMA
WJIY TIEpeBOie peOEHKA HAa HCKYCCTBEHHOE MUTAHUE.
Bcrpedaercs B 5% ciyyaes.

CMmeliaHHasg — OTJIIMYAeTCsl COUeTaHHEM JIETOUHOHN U
KMILIEYHOW CUMITOMAaTHKH, COCTaBIACT 710-80% cirydaes.

ATUIINYHAS — XapPAKTEPU3YETCA U30JUPOBAHHBIM
MMOPAXKEHUEM OTAECIIBHBIX YK30KPUHHBIX KEIIE3.




JIErOUHAS

XKenesbl cau3nucTOM 000J0YKU JBIXATENbHBIX IMyTEH MTPOU3BOAAT OOJIbIIOE KOJTUYECTBO CEKPETA, KOTOPBIA H3-3a
HOBBILIEHHON BSI3KOCTH 3a0MBAeT MEJIKUE OPOHXH M OPOHXHUOJIBI. DTO BBI3BIBAET 3aCTOMHBIE SIBJICHHS U XPOHHUYECKOE
BOCHAJICHHE, B PE3yIbTaTe KOTOPOTO OPOHXUAJIBHBIE JKEJIE3bl YBEINUUBAIOTCS, a IPOCBET OPOHXOB CYyXaeTcs,
BCIIC/ICTBUE Yero (hOPMHUPYIOTCSI OPOHXO0IKTa3bl (MATOJOTMYCCKUE PACITUPCHUS OPOHXOB).

Hapyuenue npoxoauMocTH AbIXaTeJbHBIX NMyTeH YacTo 0CJI0KHAETCSl npucoeanHeHueM uH@pexuuu.Cpenu
NaTOreHHbIX BO30yauTenel Haubdoee pacpoCTPAHEHBI:

30J10TUCTBIN CTA(PHUITIOKOKK.

I'emobunbHast (MHGITIOAHIA) U CHHETHONHAS AIOYKH.

WNndunmposanue Tkanei JErkux 1 OPOHXOB MPUBOIUT K THOWHOMY BOCIIAJICHUIO M YCHUIJIEHUIO HEMTPOXOAUMOCTH.
TIpusnaxom 1é20unol hopmbl MYKOBUCYUAO3A ABTAIOMCSL OehopMUposanHble natbybl (CUMIMOM OAPADAHHBIX NALOYEK)
CumMnromsl JErOYHON (POPMBI:

oOm1as c1aboCTh U BSIIOCTH;

OJICIHOCTh U CHHEBA KOXKH;

OJBIIIKA (Jake B IIOKOE);

KallleJib, COTPOBOX/IAIOIIMICS BBIJCICHUEM T'yCTOW MOKPOTHI (Cpasy Mocie poxKICHNUN);

THEBMOHHUS, JIMXOPAJIKa, CyNOpOrH (y TPyAHUYKOB);

MaJasi mpubaBKa Beca NP NOJHOLIEHHOM UTaHUWY;

nedopMariys rpyaHON KICTKH, MajbleB (B BUae OapabaHHBIX MAJOYCK), HOTTH CTAHOBSATCS BBIMYKIBIMU (Y JAeTei
crapiie 1 roga);

CHHYCHT, TOH3UJUIUT, TIOJUITBI B HOCY (y MOAPOCTKOB).
OcnoxHenust 1EroyHon Gopmal:

JIérouynblie KPOBOTCUCHHUSI.

KpoBoxapkaHnsbe.

[TneBpuT (BocmajeHne CEpO3HO 000I0UKH JIETKUX).
[THeBMOTOpaKC (CKOIJIEHHE BO3/IyXa B IIEBPAIbHOMN OJIOCTH).

OMnuema IIJICBPBI (BOCH&J’IGHI/IG, COIIPOBOXKAAOIICCCA CKOIIJICHUCM T'HOS B HJIeBpaJIBHOﬁ HOJ'IOCTI/I).



HopManbHbie Nanblpl

p,e(bopmnpoeauuue
nanbupi

S
5%

11 Ilpusnaxom néeounoil hopmvl MyKOBUCUUOO3A
AGAAIOMCS 0ehopmMuposarntvle naabyvl (CUMNMOM ‘
OapabauHbiX NAIOYeK)




HTTP://VSERODITELYAM.RU/MUKOVISCIDOZ-U-DE
TEJ/




KuieyHaA4

Hapymenus co croponst JKKT o0ycinoBimBaroTcsi CEKpeTOPHON HETOCTATOYHOCTHEO MHOTHX OPTaHOB MHUIEBAPHTEIBHON CHCTEMBI.
Hanpumep, BI3KOCTh CEKpeTa BBI3BIBAET 3aKyNOPKY IMPOTOKOB TTOKEITYTOYHOM JKeJle3bl emlé Ha 3Tare BHYTPHYTPOOHOTO pa3BHUTHSI.
Ckornienue (pepMEHTOB B JKeJe3e MPOBOLUPYET €€ caMoIlepeBapuBaHue U NepepokaeHre B (UOPO3HYIO TKaHb YK€ B IEPBbIC HEIEIH
KM3HU peOEHKa. [IpenMyIecTBeHHO HapyIIaeTCsl yCBauBaeMOCTh OeNIKOB U skupoB. Halnuue B KHIIEYHUKe HellepeBapeHHbIX 0e1K0B U
AMMHOKHCJIOT IPUBOAUT K Pa3BUTHIO NPOIECCOB THHEHHSI M Pa3JIOJKEHHUsI, B Pe3yJIbTaTe Yero 00pa3yoTcsi BLICOKOTOKCHYHbIE
NPOAYKTHI pacnajaa (CepoBoa0poI, aMMHAK H T. JI.)

CuMOTOMBI KHIIIEYHOH (HOPMBI:

THUIIOCTHAs auctencus (komOuHupoBanHoe (yHKIroHansHoe paccTpoiictBo XKKT) u meteopusm (CKOIJICHHE Ia30B B KHUIICUYHHKE),
B3/IyTHE )KUBOTA,;

gacTeie feekann ¢ 00IbINM 00BEMOM KAJIOBBIX MACC, YTO MOXKET MPEBOCXOANTH BO3PACTHYIO HOPMY B 2-8 pa3. B oTaenpHBIX ciiydasx —
HeJlepKaHue Kaja;

3aI1OpbI C BBINTIAACHHUEM pr[MOfI KHIIIKH1 (‘laCTI/I‘lHBIM HJIN ITOJIHBIM BBIBOPOTOM Hapyxcy),

MEKOHHUEBasi HEMPOXOAUMOCTh. OOBIYHO OTXOKACHHE MEPBOT0O Kasia (MEKOHUSI) Y HOBOPOXKAEHHOTO HAOIIONACTCS B TEUCHUE TTEPBBIX CYTOK
IIOCJIE MOSABJICHUS Ha CBET, PEKE — Ha BTOPbIE CYTKHU. [Ipu MyKoBHCIINI03€ BA3KUI MEKOHHH 3aKyIIOPUBAET NETIM TOHKOM KUIIKH, B
pe3yNbTaTe 4ero OTX0XKICHUE HE IMTPOUCXOUT;

00JM B )KUBOTE pa3HOOOPa3HOroO Xapakrepa (CXBaTKOOOpas3HbIe, pe3Kue, Clia3MaTHUYeCKue U T. 11.);

CHIDKEHHE TOHYCA MBI, TACTUIHOCTH B YIPYTOCTH KOXKH;

CYyXOCTh B POTOBOM IMOJIOCTH, TPYTHOCTH C NIEPEKEBBIBAHUEM CYXOH IHUIIIH;

MOJIMUTHITOBUTAMHHO3 (IE(PHUIUT MOCTYIUICHUS BATAMUHOB PAa3HBIX TPYIII);

yBeIHUEHHE TIedeHn (BCIEACTBHE HAPYIIeHHs (DYHKIIMU JIBEHAIIATUIIEPCTHON KUIIKH).

OCNOXHEHH:

HeonarasnpHast (InarHocTupyemasi ipu POKIACHHUN) JKEITyXa, COMPOBOXKIAIOMIASACS KOKHBIM 3y70M, U GUOPO3 MEUEHH.
[{uppo3 neyeHu U mopTaibHas TUIepTeH3Ms (MOBBIIICHNE TABICHNS B BOPOTHON BEHE, KOTOPAs UAET OT JKENy/AKa K IICUCHH).
Acuut (CKoruieHHe 60JIBIIOr0 00bEMA KUIKOCTH B OPIOIIHOM MOJIOCTH), K KOTOPOMY MPUBOIHT MOPTAIbHAS TUIICPTCH3HUS.

Duiedanonarus (MOBPEKIEHUE M THOETH HEPBHBIX KJIETOK TOJIOBHOIO MO3Ta) BCIEACTBHE TOTO, YTO IE€YE€HDb HE CHPABIAETCS ¢ (DYHKIIHEH
OUYHCTKHU KPOBH M YaCTh TOKCUHOB TMOIAJIa€T B MO3T.

CaxapHbiii 1uadeT (M3-3a HapyIICHHS BBIPAOOTKH WHCYJIMHA TTOKETY0UHON XKene30i).
KenynouHble KpOBOTEUEHUSI.
[Tuenonepput 1 MoyekaMeHHas! OONIE3Hb.

Kuieunast HempoxoauMocTsb.



Moaunsl Hoca

JlerouHoe cepate

bunuapHuii
LHPPO3 NeYeHH

[TOBRTOPHLIE
PECTTHPATOPHEIE
U301k
(OPBH, OpPOHXHTEIL,
MHEBMOHHH),
NpUBOASILIHE
K XPOHHYECKOMY
OpPOHXOIETOMHOMY

MpoLeccy

DKBUBANCHT
MEKOHHATLHOIO Wieyca

HenoctatouHOCTE
MOKEIVAOUHON Xee3nl

bapabaHHBIE NATOUKH

MB-3aBHCHMEIH
CaxapHuIH aHaocer

MyxcKoe becruiogue

BrinaneHue
MPSIMON KHILIKH




I[I/IAFHOCTI/I‘IECKI/IE KPUTEPUU

7Kano0b1 1 aHaAMHe3: TOBTOPHBIC U PEIUIAUBHUPYIONINE ITHEBMOHUU C
3aTSHKHBIM T€USHHEM, XPOHUYECKUE U3MEHEHHS CO CTOPOHBI JIErOYHOM
TKaHHU, 0COOCHHO JIBYCTOPOHHME; OpOHXHaJIbHas acTMa, pedpakTepHas K
TPaJUIIMOHHOM TEpaNuy; pELUIUBUPYFOLIHE 6pOHXI/ITI>I OpPOHXHOJIUTHI,
0co0eHHO ¢ BbICeBOB Ps.aeruginosa; MeKOHHAIBHBIA HIIEYC H €T0
AKBUBAJICHTHI, CHHJPOM HApPYIICHHOI0 KUIIIEYHOTO BCACHIBAaHUS
HESICHOTO T€HE3a, JKEITyXa 0OCTPYKTUBHOTO TUIIA Y HOBOPOXKIAEHHBIX C
3aTsKHBIM T€YEHHEM, IIUPPO3bI TIEUCHH, CaxapHbId quadeT,
racTpol3odaraibHbli pedItOKC, X0JICINTHA3, BEITaACHUE NPSIMOi
KMUIIIKY, HApYIICHUE POCTa U Pa3BUTHS, 3aJIep>KKa MTOJOBOIO Pa3BUTHS,
XPOHUYECKHN CUHYCHT, MOJUMBI HOca. JKamoObl Ha OOJIM B ’KHBOTE,
OOJIBIIION KUBOT, CIA00OCTh, YTOMJIIEMOCTh, YIOPHBIN Kallleslb C
OTJieJIeHHEM MOKPOThl. OCHOBHBIMHM CUMIITOMAMHU KHMIIIEYHOTO CHHJIpOMa
SIBIISIOTCS METEOPHU3M, OOMIIBHBIN, YacThIi (4-6 pa3 B CYTKH), Kak
paBuUjIO0, 3aMa3KoO0pa3HbI UK KallIMIe0Opa3HbIi, Cepblid, ONECTSIIIUMI,
YKUPHBIN, 3JIOBOHHBIN CTYII.



dusnkajabHOe 00caeI0BaHue: TIpU Kilaccuueckoi kaptuae MB GonbHbIC neTn
MUMEIOT XapaKTEePHBIM BHEUTHUN BUJ: «KyKOJIBLHOE» JIUII0; pacIIUpEeHHas,
nedopMupoBaHHAs TPyIHAS KiIeTKa 00UK000Opa3HO (POPMBI ¢ BRIOYXaHUEM
T'PYIUHBL; OOJIBINON, B3AyThIM, HHOT/A «JIATYIIAYUN )KHBOT»; Xy/Ible KOHEYHOCTH
C KOHIIEBbIMU (haJlaHTaMH B BUJIe OapaOaHHBIX MAJIOYEK U YACOBBIX CTEKOJ.
Korka 00ObI4HO cyXasi, C€pOBaTO-3€MJIMCTOTO IBETA, C MHOKECTBEHHBIMHU
pacuecamu.

OTMeuaeTcs, KaK MpaBuiIo, HABSI3YMBBIN Kallleb ¢ THOMHOW MOKPOTOM B BHUJIE
KOMOYKOB, MHOT/IA C TIPOKUJIKAMU KPOBU; IIUAHO3, OJIBIIIKA, CYXUE CBUCTSAIINEC U
BJIQXKHBIC Pa3HOKAIMOEPHBIC XPUIIBI B JIeTKUX. [emaromeranus. [IposBierus
runoBuTamMuHo3a. CHmxkenne Macchl Tena (BOH 2-3 cr1.). Hepenko y 60abHBIX
BBISIBJIIETCSI XPOHUYECKUN CUHYCHUT, a Y TPETH JAeTel crapiie 8 JeT
JIUArHOCTUPYIOTCS ToNuMbl Hoca. [Ipu3Haku ¢pubpo3a rneyeHu pa3Hoi CTeneHu
BBIPAXKEHHOCTH OTMEUAIOTCS MPAKTUYECKHU Y BCeX OOIBHBIX, HO TOJIBKO B 5-10%
IPUBOIAT K Pa3BUTHIO OMIIMAPHOTO ITUPPO3a ¢ MOPTATBHOU THIIEPTCH3UEH,
TpeOyIolel Xupypruueckoro JeUeHusl.



NHcTpyMeHTAJIbHbIE UCCIEI0OBAHMS

PEeHTreH-IEHOUYHBIN TECT: MOJIHOE OTCYTCTBUE MEPEBAPUBAHUSA
KEJIaTUHBI WM €€ pa3BeneHus B pa3seacHusx 1: 20, 1: 40.
PEeHTTeHOJIOrHYeCKOEe UCCIETOBAHUE JKEITYI0YHO-KHUIIIEIHOTO
TpakTa (MPPUTOCKOIIMS) U SHIO0CKOIINYSCKOE HCCIICIOBAHKE
(PEKTOPOMAHOCKOIIHS) - TUCKUHE3USI TOHKOW KHUIIKH, pelbed
CIIM3UCTON 000JI0UKHU IPYObIH, «CIIUKYIIBD WU
MICEBAOIUBEPTHKYJIbI, O0IBIIOE KOJIMUYECTBO CIU3HU B MPOCBETE
KHUIIICYHUKA.

UccrnenoBadue Ouorrara CiIM3uCcTOi 000JI0YKH TOHKOU U TOJICTOU
KHIIIOK - 3HAUYUTEIBHOE YBEJIUUYCHUE KOJIMUECTBA OOKAIOBUIHBIX
KJIETOK B CIIM3UCTOM 00OJIOUKE.

Y3U opranoB OproniHON MoJa0CTH: AUPHY3HBIE U3MEHEHUS
OMKEIYI0YHOM JKeIe3bl, KUCTOOHOPO3, NU3MEHEHHUE Pa3MEPOB.
PentreHorpadus rpyaHO#N KISTKH B JBYX MPOCKIMAX: MPU3HAKH
XPOHUYECKOTO OPOHXHWTA WU THEBMOHMUH.

CnupomeTpus - HapylleHue (yHKIIMA BHEITHETO JbIXaHUA.



JIEYUEHUE

MYKOBI/ICHI/II[O3 OTHOCHUTCSI K HEH3JICUNMMBIM OOJIC3HSIM. HaHI/ICHTOB CTaBAT Ha JUCIIAHCCPHOC H&6J'IIOI[€HI/I€
n J1edarT BCIO XHN3Hb.

JAueTorepanust

JlueTta npuOIM3UTENBHO TaKas ke, Kak M1 HOpMallbHOE 3/I0pPOBOE NTUTaHue. B pannone J0mKHO
coziepkarbest OombIoe KoaudecTBo Oenka. Kanopuitnocts nomkHa coctaBisaTh 120—150% ot HOpMBI,
COIIACHO BO3pACTY.

IlOHOJIHI/ITe.]'II)HOG IIUTAaHHuE

JleTsim crapiiero Bo3pacra nIpu HEaJeKBATHOM HYTPUTUBHOM CTAaTyCE BBOMST JIONOJHUTEIbHBIC
BBICOKOKAJIOPUUHBIE TTPOAYKTHI:

HAIUTKHA C BBICOKAM COJICP>KAHUEM TITFOKO3bI
MOJIOYHBIE KOKTEHIHN
a TaAKXXE BUTAMUHEI

IIpu HETOCTATOYHOCTH MacChl BBOAT JOMOJHUTEIbHOE TUuTaHue. CyTouHas J103a BUTaMUHA A JJIs
00JIBLHBIX MYKOBHCIIHI030M JieTeld 1io0oro Bo3pacta coctasisieT 5000-10 000 E/I, Butamuna D —
400-800 E/I. Taxxxe HeooxoaumMbl BuTamuHbl E u K.

JleyeHne CHHAPOMA JUCTAJIBHOM MHTECTUHAJIbHON 00CTPYKIMU NMPH MYKOBUCIIH/I03€

Ecnu cocTosinne pebeHka He TSKEN0e, eMy IMPOMUCHIBAIOT JakTyno3y. s nerer no 12 mecsies — 2,5
MJI, 118 geteit ot 1 1o 5 et — 5 mi, s gereit 6-12 ner — 10 mut, npuHuMarh 2 pa3za B CyTKH. Takxe
MPOMUCHIBAIOT ALIETWIIIUCTEUH, KOTOPBIN MPUHUMAIOT 3 pa3a B AeHb, n03a oT 200 mo 600 wmr.

Jledenue cuHApOMA JUCTATHLHON MHTECTUHAIBHOM OOCTPYKIIMU BKITIOYAET IPUMEHEHNE
BBICOKOOCMOJISIPHBIX PACTBOPOB, MAaHKpeaTUUECKUX (hePMEHTOB, PErUAPATAIMOHHBIX MPEMapaToB.

Ecau cocrosinue pC6CHKa TAXKCIIOC, H€O6XOI[I/IMO JICUCHHC B CTADMOHAPC.



