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Myxkonomcaxapuno3 III Tuna (cunapom Candummnmo) — imu3ocoMHasi 00Jie3Hb HAKOIUIEHHSI, KOTOPAasi HACJIEAYeTCS MO ayTo-
COMHO-PELEeCCHBHOMY THIIY, XaPAKTePH3YeTCs HAKOIJIEHHMEM renapaHcy/ib(ara B KI€TKaX OpraHu3Ma, 4To NMPUBOIMT K Pa3BUTHIO
MOJIMOPTraHHoi HemocTaToyHOoCTH. BeTpeuaercs ¢ yactoroii 1:70 Thic. HOBOPOXKIEHHbIX. Bbimensior 4 moarumna 3a6oJieBaHUs:
A, B, C, D. HauboJiee paHHUMH CUMINTOMAMH 00JI€3HH CJIYKAT KOTHUTHBHbIE M HEBPOJIOTHYECKHE paccTpoiicTBa. OTMeyaroTcs
3a/1epKKa (moTepsi) peueBoro pa3sBuTHsI, Perpecc NpUoOOPETEHHBIX HABLIKOB, TMIIEPPEAKTHBHOCTD, AyTHCTHYECKHE YePThI XapaKTepa,
YMCTBEHHAs] OTCTAJIOCTb, HAPYIIEHHE CHA, dMuiencusi; GopMHUpPYETCsS arpecCMBHOE TMOBEIEHHE, HAPYIIAETCS CIOCOOHOCTD K mepe-
NIBIZKEHHIO, TMOSBJISETCS renaromMeraing. Bo3MoxKHbI HapyIlleHHs1 IPYTHX OPraHOB M CHCTEM — OPraHoB 3pPeHHs, KOCTHOM, JbIXa-
TeJIbHOM, cepaeYHo-cocymucToii cucrem, JIOP-opraHoB, Ha0/M0MAI0OTCA CTOMATOJIOTHYECKHE NPoOaeMbl. KimHndecku moaTumst
MyKkonosmcaxapuno3a I npakTnyecku He pa3in4umbl.

Bo3pacT nocTaHOBKM JMATHO3Aa B CpeaHeM cocTaisger 2—6 jer. /lnarnocTHYecKuii MOMCK BKJIIOYAET MpoBeJeHHe Ka4eCTBEHHOro
M KOJHYECTBEHHOTO ONpeie/IeH!s IIMKO3aMUHOITMKAHOB B Moye. Clie/lyeT OMHHTD, YTO NPH JIETKMX BAPUAHTAX Te€YeHHsI 00JIe3HI
3TH NMOKA3aTe/JH MOTYT ObITh B NpeJie/iax HOpMbl. B 1anbHelieM He00X0IMMO OLEHHTh AKTUBHOCTh COOTBETCTBYIOIINX (DEPMEHTOB
B JICKONMTAX, MJ1a3Me WM CHIBOPOTKE KPOBH, B (prOP00.1acTaX KOKHM. 3aTeM MPOBOIUTCS reHeTHIECKOE MCCIeI0BAHUE /ISl BbIsIB-
JIEHUs] MyTAIlMK COOTBETCTBYIOLIEro nedekTHoro rena. IuddepeHnmaibHyio TMArHOCTHKY CJIeyeT NPOBOIUTD C APYTUMH BUAAMHU
MYKOIOJIMCAXAPHI030B, MYKOJMIHMI03aAMH, TAHIIMO3MI03aMH, MHOKECTBEHHOM CY/Ib()aTa3HOil HEJOCTATOYHOCThIO, HEKOTOPHIMHI
PEBMATOMIHBIMH 32001€BAHUSMH.

Karwuesvte caosa: demu, mykonoaucaxapudos 111 muna, cundpom Canguaunno, Kaunuueckue npoasienus, OuaeHoCmuKa.
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nao3a lll Tuna (cuHapoma CaHguannno) B npaktuke neanarpa. Poc BectH nepuHarton v neauatp 2021; 66:(5): 233-239. DOI: 10.21508/1027-
4065-2021-66-5-233-239

Mucopolysaccharidosis (MPS) type 111 (Sanfilippo syndrome) is a lysosomal storage disease inherited in an autosomal recessive manner, it
is characterized by the accumulation of heparan sulfate in the cells of the body, which leads to the development of multiple organ failure. It
occurs with a frequency of 1: 70 thousand newborns. There are 4 subtypes of the disease: A, B, C, D. Cognitive and neurological disorders
are the earliest symptoms of the disease. Delay (loss) of speech development, regression of acquired skills, hyperreactivity, autistic char-
acter traits, mental retardation, sleep disturbance, epilepsy are noted; aggressive behavior is formed, the ability to move is impaired, hep-
atomegaly appears. There are observed the violations of other organs and systems — the organ of vision, bone, respiratory, cardiovascular
systems, ENT organs, dental problems. Clinically, the subtypes of mucopolysaccharidosis III are practically indistinguishable.

The average age at diagnosis is 2—6 years. Diagnostic search includes qualitative and quantitative determination of glycosaminogly-
cans in urine. It should be remembered that with mild variants of the disease, these indicators may be within the normal range. In the
future, it is necessary to assess the activity of the corresponding enzymes in leukocytes, plasma or serum, in skin fibroblasts. Genetic
testing is then performed to identify the mutation of the corresponding defective gene. Differential diagnosis should be carried out
with other types of mucopolysaccharidosis, mucolipidosis, gangliosidosis, multiple sulfatase deficiency, some rheumatoid diseases.

Key words: children, mucopolysaccharidosis type 111, Sanfilippo syndrome, clinical manifestations, diagnosis.
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ykononncaxapuaos 111 tuma, unu cunapom CaH-

dumumnmo (mo MKB-10 E 76.2), — 3aGoneBa-
HUE, HacjielyeMoe Mo ayTOCOMHO-PELIECCUBHOMY THUITY,
XapaKTepU3ylleecss CHUXKeHHOU MPOIYKIIMEN WX TTOJI-
HBIM JAe(ULIMTOM JU30COMaTbHBIX (DePMEHTOB, pac-
MIETUISIIONINX TJIMKO3aMUHOIIMKaHbI. BeiencrBue atoro
MPOUCXOIUT HAKOIUIEHUE renapaHcyibdata B KIET-

Kax OpraHm3Ma, 4To TPUBOIUT K TTPOTPECCUPYIOLIEMY
MOpPaXXeHWIO Pa3IMIHBIX OPTaHOB M CUCTEM M B UTOTE —
K TIOJIMOPTaHHOM HEZOCTAaTOYHOCTM W  CHIDKEHMIO
KOTHUTHUBHBIX CIIOCOOHOCTEN.

Omuaemuonorusi. Bce Mykomnonaucaxapuaosbl sIBJISI-
IOTCSI TTAaHPACOBBIMU M MOTYT OBITb ITMArHOCTUMPOBAHbI
B JtoOOM permoHe mupa. Mykonoaucaxapunos I11 Tuma
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Tabauya. Knaccudukanus noarunos mykonogucaxapuaosa I11 tuna

Table. Classification of subtypes of mucopolysaccharidosis type I11

IToaTun ?{1;:15;/[ ﬁﬁi’:ﬁ;:r::: Ten ®Depment Kimnnyeckas KapTuHa
A 252000  17q25.3 SGSH ~ Temapan-N-cynpgaraza |/IPCYTM3M, IDYGHIC SETLI IULIA, ATPECCHBHOE
: MOBEICHME, 3aepKKa PeUH, reraToMeraaus
N-aIeTii-o- Kapmuomeranust, rpyoble YepThI JIUIIA, TTPO-
B 252920 17q21.2 NAGLU . rpeccHUpyroIIast IeMEHITUS, CyI0POTH, TIPO-
[JTFOKO3aMUHMIa3a
JIOJDKATENbHOCTD Xku3HU 20—30 et
e TR 3HauMTe bHas BapraOeIbHOCTD MPOSIBICHUI
C 252930 8pl1.21 HGSNAT  aun-N-anetunTpaHc- 5 WG N OUIEIGA! GETALE1E, WAL (0 BT
: Berasa YeCKIe 0COOEHHOCTH, TUPCYTU3M, CILIEHO-
P MeTaust
D 252940 12q14.3 GNS N-aleTuInIoKo3aMruH-  [ycThie BOJIOCHI, TOMYTHEHUE POTOBUIIbI,

6-cynndarasa

HOPMAaJIbHBIN POCT, TU3apTPUsI

BCcTpevaeTcs ¢ yactoToil 1 Ha 70 ThIC. HOBOPOXKIEHHBIX
(010,17 10 2,35 Ha 100 ThIC. XXMBOPOXIEHUI B 3aBUCUMO-
CTH OT TIOATUTIA, TeorpachUIeCKUX PETUOHOB 1/ STHU-
YECKOTO MPOUCXOXKICHHUS ), B PAaBHOM CTETICHN KaK CpeIn
MaJIbYMKOB, TaK U IeBodeK. Tak, yacTora HamboJjee pac-
MpocTpaHeHHoro ToaTuma A xonebiercs ot 0,00 go 1,62
Ha 100 ThIC. XXMBOPOXIEHUI. YCTaHOBJIEHO, YTO TIOA-
bl A 1 B Mmykononucaxapungosa 111 tuna nuarHoctu-
pyroTcst B Mupe vaiie, yem noarunst Cu D [1].

Knaccndmkanmua. Mykononucaxapuno3 III moxer
OBbITH BBI3BAH NEe(PUIIMTOM OTHOTO W3 YeTBIPEeX JIM30-
COMaJTbHBIX (DePMEHTOB U B COOTBETCTBUU C 3TUM IO~
paszensieTcsl Ha 4YeTbIpe KIWHWUYECKH HepasTuIUMBbIX
MOATHTIA, KOTOPBIE XapaKTepU3YIOTCS Pa3HBIMM OUOXU-
MHuyeckuMHu aedektamu (cM. Taduuily). Kaxablii u3 atux
(epMEeHTOB yd4acTBYyeT B pacCIlIeTUICHUU TelapaHCyib-
(aTta, B MX OTCYTCTBUE WIM NMPU AeHUIIUTE MTPOUCXOAUT
HAKOTUIEHWE TMPEACTaBIeHHOIO TJUKO3aMUHOIJIMKaHa
B TKaHSIX 1 opraHax [2].

Ilarorene3s. B mocrmennue romel Oojiee MOmpoOHO
HayaJl M3y4yaTbCsl TMaTOreHe3 JAaHHOTO 3a00JieBaHMUSI.
HakonneHne TrMKO3aMUHOIJIMKAHOB B  JIN30COMaX,
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MPUBOJSIIIEE K AMCHYHKIINY KIETOK U MaTOJIOTMHU OpTra-
HOB, CJTY>KHT MEPBUYHBIM (DAKTOPOM pa3BUTHUSI CUHIPOMA
Candwnurnro.

Crano usBecTtHO, uTo co Il TpumecTpa aHTeHaTallb-
HOTO Tepuojila BO3HMKAET HAKOIJIEHUE TerapaHCyiib-
¢ara B Bakyossix au3ocom kierok LIHC, B pesynbrare
Yero TIPOMCXOIUT TIPOTPECCUpYIONee YBEIUYEHUE MX
pa3MepoB M 00pa3oBaHME IUCTPO(PUPOBAHHBIX aKCO-
HOB C MCTOHYEHUEM MUEJIMHOBOTO cijiost. BcnencTtsue
9TOr0 HAYMHAETCS TPOJUdepanus MUKPOTITUATBHBIX
KJIETOK, KOTOpble aKTMBUPYIOT OKHUCIUTEIbHBIE IPO-
IeCChl M BBIPAOOTKY MPOBOCHAIUTEIBHBIX ITUTOKWHOB,
YTO yCyryOJIsieT TOBpeXIeHNEe KJIETOK TOJIOBHOTO MO3Ta,
pa3pbIBalOTCS CHUHAITUYECKME CBSI3M (KaK TTOKa3aHO
Ha MblHON Moxenu) [3]. OmHaKo TOYHBIE MOJEKY-
JIIpHBIE W KJIETOYHBIE MEXaHU3MbI, TTOCPEACTBOM KOTO-
pBIX HapylleHHas Aerpafalysl U HaKOIJIEHUE TIMKO3-
AMWHOTJIMKAHOB TIPUBOASAT K JIereHepalud HeUpOHOB,
10 KOHIIa He usdydeHbl [4]. HakorieHue rimko3amMuHO-
IJINKAHOB U YJIBTPACTPYKTYpHBIE M3MEHEHMsT HaOJfoaa-
JOTCS B COMaTUYECKUX OpraHax, B OOJbIIEH CTETIEeHN —
B reueHu [35].

Hapyirenne GyHKIMM JTM30COM MPUBOIUT K HAKOTI-
JICHUIO BTOPMYHBIX MPOJAYKTOB OOMeHa (TaHTJIMO3WI0B
GM2, GM3, GD3 u a¢pupos xonecrepruna). Cuuraercs,
YTO yBeJWYeHNEe KOJUYECTBA MPeACTABICHHBIX JTUTHUI0B
B OTMpenesieHHbIX 00JIaCTSIX TOJJOBHOTO MO3ra O0YCJIOB-
JIUBAaeT KIMHMYECKYI0 KapTUHY 3a00JieBaHUS: CHUXE-
HUE YyBCTBa CTpaxa M HapylleHHe TTaMsITh (Kopa rojioB-
HOTO MO3Ta, MUHIAJIEBUIHOE TEJI0), TUTIepPeakTUBHOCTh
(JlarepajibHOE SITPO TIEPEropoAKM MO3ra, OTBevarllee
3a JIOKOMOTOpPHBIE (DYHKIIMU, TajaMyC W TUIIOTaJIaMmyc,
00pabarbIBalOIIe UMITYJIbChl KOPBI), HapyllIeHUe LUp-
KaJIHOTO puTMa (TieperoHyaTast 061acTb) [6].

IMepBruuHOE W BTOPUYHOE HAKOIICHUS TPOMYKTOB
o0OMeHa TPOUCXOIUT HE TOJIbKO B JIM30COMaX, HO 1 BHE-
KJIETOYHO, YTO BIMSIET Ha (DYHKINIO U (PU3UOJIOTHIO KJle-
ToK [7, 8]. CunTaercs, 4To IMporpeccupymoliast Heiipoaere-
Hepaius y neteit ¢ myKorosaucaxapuao3om I tumna — ato
pe3yJIbTaT MATOJIOTMUECKON PETYISIIINA MHOTOYMCIIEHHBIX
KJIETOYHBIX TyTel, TPUBOASIIMX K HeWpOBOCHACHUIO,

POCCUCKWIA BECTHUK MEPUHATOJIOMMN U MEANATPUM, 2021; 66:(5)

ROSSIYSKIY VESTNIK PERINATOLOGI! | PEDIATRII, 2021; 66:(5)



Boseuna C.A. u coasm. PanHas nuarHocTuka Mykornosncaxapuao3sa 11 tuna (cunapoma CaHdWIMIO) B IpakTHKE MeauaTpa

OKHUCJIUTEJIBHOMY ~ CTpecCy, HapylleHMIo ayTodaruu
n gedexTaM KJIeTouyHoi curHaym3aunu [9, 10].

OOumMe KIMHAYECKHE TNposiBlieHMs. B cBsI3u ¢ TeM,
YTO BCEe TOATUIBLI cuHApoMa CaHOWINIIO BbI3BAHbI
HapylIeHUsIMU B 00pa3oBaHUM (PEPMEHTOB, PaCIIETLISTIO-
IIUX TermapaHcyibgaT, UX KIMHUYeCcKass KapTUHa CXoXKa.
CrenyeT Mom4epKHYTh, YTO OCHOBHBIMU M CAMBIMU paH-
HUMU CUMITTOMaMU O0JIE3HU CITy>KaT KOTHUTUBHBIE M HEB-
POJIOTUYECKUE HAPYIIEHUS, & COMAaTUIECKUE TTPOSIBJICHUS
OTOIBUTAIOTCS Ha BTOpoU TaH. LleHTpaabHas HepBHasI
cHrcTeMa TIOPaXkaeTcsl TPEeMMYIIECTBEHHO TIpYU BCEX TMOJI-
Tunax 3aboneBaHusi. Bmecte ¢ TeM MHOTHE OTKJIOHEHUS
MOTYT OCTaBaThCsl HEAMATHOCTUPOBAHHBIMU BBUIY CJIOXK-
HOCTH OCMOTpa JIeTeil ¢ HapyllIeHUeM TTOBeICHUSI.

BHemHuii BUI MalMeHTOB € MYKOITOJIMCAXapyuIo-
30M JIIOOOTO THUIA MMEET CXOAHbIE MPU3HAKU, OJHAKO
npu cuHapome CaHOWIUIINIO OHU MOTYT OBITh MeHee
BbhIpaXXeHHbIMU. [locTernmeHHO (hOPMUPYIOTCST TpyObIe
yepThl Jnia. XapakTepHbl gojmxoluedanndeckas ¢gopma
yeperia, BBICTYIAIIMe IMPOKKE, TYCThle, YaCTO CpOC-
muecst 6pOBM, TeMHbIE, TYCThle PECHUIIBI, YTOIIIEHHAST
M 4aCTO BBIBEPHYTasl HIDKHSS TyOa W B3IepHYTasT BBEPX
BEpXHSS Tyba, MSICUCTBII KOHYMK HOCA, THUPCYTH3M,
CyXUe U XeCTKue BoJjiochl [11].

HepBuag cucrema. OCHOBHOE UM TJIaBHOE TIPOSIBIIC-
Hue 3abojieBaHUSI — TMOpaXeHUe HEPBHOW CUCTEMBI.
VY nanmenToB ¢ moaruiamMu A u B Mykoronmcaxapugosa
III Tuma ¢ TeyeHreM BpeMeHM HaOJIOIAeTCs] YMEHbIIIe-
HHUE Ceporo BelllecTBa, KOPPEJUPYIollee CO CHUKEHUEM
KOrHUTUBHOTO paszButusi [12]. CremyeT TMoguyepKHYTb,
YTO y pa3HBbIX TAIMEHTOB BO3MOXHa BapuabeIbHOCThb
BBIPAXXEHHOCTH CUMNTOMOB. [ToaTomMy Ha TiepBoOit (hase
3a00JIeBaHMST YacTO OIIMOOYHO yCTaHABIMBAIOT B Kaye-
CTBE OCHOBHOIO JMarHo3a 3alepxKy HEPBHO-TICUXM-
YeCKOro pa3BUTHSI, CHUHIPOM JedWIIUTa BHUMAHUS
WJIK pacCTPOMCTBO ayTUCTUYECKOTro criekrpa [13].

Boimenstioress Tpu a3l TedeHus: cuHapoma CaH-
¢ununmo. IlepBas daza 0ObIYHO TIPUXOAMUTCS HA paH-
HUI JOIIKOJBHBIN TIepUoN, HavdalbHbIe KIMHUYECKUE
MPOSIBJICHUsI BO3HUKAIOT B Bo3pacte oT 1 mo 4 Jer,
HO TaK KaK OHU 4alile BCcero Hecren(puuHbl, ycCTAHOBUTh
IIMarHO3 Ha JaHHOM 3Tarie yaaeTcsl peako. OTMmeudaercs
OTCTaBaHWe B Pa3BUTUM WJIU TTOJTHAST OCTAaHOBKA KOTHU-
TUBHBIX CITOCOOHOCTEN; HanboJjiee cepbe3HbIl MPU3HaK,
OECIOKOSIIMI poauTeeil, — yXyAlIeHUe pPeuun WU ee
Ne(ULINT, TUITEPAaKTUBHOCTb. Y HEKOTOPHIX MaIlMEHTOB
JIMaTHOCTUPYIOT TYTOYXOCTh, C Y€M YacTO CBSI3BIBAIOT
MOSIBJICHME TaHHBIX CUMIITOMOB | 14].

Bropas ¢asza HaumHaetcs B 3—4 roma, XapaKTepu3y-
€TCS BBIPaKEHHBIMU HapYLICHUSIMU TTOBEIECHMS, MOTOP-
HOI PacCTOPMOXEHHOCTBIO, CHUKEHUEM WA OTCYTCTBUEM
KOHIIEHTPALIMM BHUMaHUsI, UMITYJIbCUBHBIM TTOBEIEHUEM
(IOXOIUT 10 TaKOW CTENeHW, YTO peOeHOK TOJTHOCTHIO
TepsieT YyBCTBO COOCTBEHHOI 0€30MacHOCTH), arpeccueit
B OTHOIIIEHWH JIIOJEH M KMUBOTHBIX, TPEBOXKHOCTBIO, TTPHU-
CTyramMu cMmexa u Tutada. HekoTtopble et He CrioCOOHbI
Hay4YMTHCS TTOJIb30BaThCSl TOPIIKOM, a Te, KTO HayJHJICS

3TOMY paHee, TePSIOT JaHHbIM HaBbIK. [Iporpeccupyroliee
YXYIIIIEHUE KOTHUTUBHBIX CIIOCOOHOCTE HabsomnaeTcst
1o 3—4 jet, 3aTeM TPOUCXOIUT Perpecc MpUoOPEeTeHHbIX
HaBBIKOB. Beiten 3a moTepeit KOTHUTUBHBIX (DYHKIIWIA Clie-
JIyeT yTpata MOTOPHBIX HaBBIKOB. Bo BTOpoii (haze pas-
BUTHS 3a00JIeBaHKSI TOMUHUPYET HapylIeHUe CHa, KOTO-
poe Bctpewaercst y 96% manmeHToB. OHO TIPOSIBIISIETCS
B 3aTPyIHEHHOM 3aChIlIaHWUUM, PAaHHEM WJIM HOUYHOM TIPO-
OyXIEHWH, YMEHBIIEHUN TIPOIOIKUTETbHOCTH HOYHOTO
CHa, BO3MOXHO IOJTHOE HapylIeHWe UPKATHBIX PUTMOB
B BUJIE OTCYTCTBMSI CHA B HOYHOE BpeMsI W IJTUTEITHLHOTO
JIHeBHOTO cHa. KpoMme Toro, Bo BpeMsi HOYHOTO CHa BO3-
MOXHO arpecCMBHOE MOBEIeHNE, TIPUCTYITHI IJ1ada/cMexa,
JKeBaHWE TOCTEJLHOTO Oenbsi. YacThIM TpOSIBIEHUEM
CHHIPOMA CITyKaT ayTUCTUUECKHE YepThl XapakTepa, CHU-
JKE€HHE COLMATbHBIX KOHTAKTOB CO CBEPCTHUKAMU U POITU-
TeJISIMU, OTCYTCTBME YyBCTBa cTpaxa [15—17].

Tpetbst paza 3a00sieBaHUSI HAYMHAETCS C yXYIIIEHUSI
JIBUTATENIbHBIX (DYHKIIWIA: TTOSIBIISTIOTCSI HEYCTOMYMBOCTD
Mpu XoabOe, 4YacThle MaAeHMs, HEJIOBKHME IBVKECHUS
PYK 1 HOT. B mocyiefcTBue Takue MauydeHThl TTOJHOCTHIO
TEPSTIOT HaBBIKW XOIBOBI M CTAHOBATCS OOE3IBUKEH-
HBIMU BCJIEJICTBHME TTOTEPHU MBIIIEUHOM CUJIbI, CITACTHY-
HOCTM M mopaxeHusi cyctaBoB. Co BpeMeHeM HaOJIi0-
JAeTCsl TIOTepsT TPUOOPETEHHBIX HABBIKOB, TOSIBIISTIOTCS
OynbOapHbIe HapyIIEHUSI, pa3BUBAETCS TSKeI0e caabo-
ymue. BmecTe ¢ TeM y HEKOTOPBIX MallMEHTOB MOXET
HaOJTI0IaThCsl UL YMEepeHHasT YMCTBEHHAsT OTCTAJIOCTh
Jlaxke B KOHIIE TPEThEeTo AeCITHIeTHs X13Hu. Ha BTOpoit
U TpeTheil (pazax 3a00J1eBaHUS Y TTAIIMEHTOB MOTYT BO3-
HUKaTb 3MUICTITUYECKHE MPUCTYIIHI [18].

Opransi 3penus. H. Beard u coast. (2020) [19] Briep-
BbI€ MPOJEMOHCTPUPOBAIN, YTO MU3MEHEHUST B CETUATKE
MPOUCXONSIT TapajuleJIbHO JIeTeHEepaTUBHOMY ITOpaxe-
HUIO TOJIOBHOTO MoO3ra. Y HEKOTOpbIX neTeil (hopMM-
PYIOTCSI TIPOTPECCUpPYIOIAsi PETUHOIATHSI, KHUCTO3HbBIE
W3MEHEeHUsT MaKyJdbl U CJIOXHBIE 3JIEKTPOPETUHOIpa-
duyeckre HapylleHHs, COOTBETCTBYIOIIUE IMOCTPeIeT-
TopHOI muchyHKImU. Kak mpaBuiio, IeTH MMEIOT po-
3payHyI0 POTOBUILY, HO Y HEKOTOPBIX MALIMEHTOB MOXKET
OBITH ee Jlerkoe mMoMyTHeHre. OTIoXeHNe TTMKO3aMUHO-
TJINKAHOB B CeTYaTKe TJla3 MOXET MPUBECTU K TOTepe
nepucepuitHOTO 3peHUsT 1 HUKTAJIOTNU, aTpOGhUM 3pu-
TeJLHOTO HepBa, Yy MAllMEeHTOB CTapIlero Bo3pacTta pas-
BUBAETCS MMMTMEHTHBIN peTHHUT [20].

KoctHas cucrema. HapylieHuss KOCTHON CHUCTEMBI
npu cuHapoMe CaHGUINUNIO MeHee BbIPaXEeHBI, YeM
MpU APYTUX MYKOTOJMCAaXapuao3axX, U OOBIYHO TPOSB-
JIIOTCSL B cTapliieM Bo3pacTte. [TporcXomuT yToIIeHne
KOCTell cBoJa uepera, CHDKEHUE TTHeBMAaTH3aluu TIPU-
JATOYHBIX Ma3yX Hoca U sSYeeK COCIIEBUIHOTO OTPOCTKA,
BCJIE/ICTBYE YEro BO3HMKAIOT YacTble MHMEKIUU (OTUT
u Mactouamt) [21].

OTMevaroTcsl He3HaYMTeIbHble W3MEHEHMST Tasa
B BUIe AeopMaliuy BepTIYKHBIX BIAAWH, HEIOpPa3BU-
THS TOJIOBOK O€IPEeHHBIX KOCTel (3TO MPUBOIUT K JIWC-
TJ1a3U Ta300ePEHHOTO CyCTaBa), YMEHBIIIEHUS BBICOTHI
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KPbUIbEB TMOAB3MOIIHBIX KocTeil. [1o3ke MOoryT BO3HMK-
HYTh CKOJIMO3, KW(}O3, MOACHUIHBINA JOpAo3, aehop-
Malys CTOM, CHUXKEHHUE IJIMHBI Teda (BCJIeACTBUE paH-
Helt ocTaHOBKM pocTa) B 9—10 seT, KOHTpaKTyphl (4aiie
B JIOKTEBBIX CyCTaBax), CUHAPOM 3aIsICTHOTO KaHaua [22].
V nereii ¢ TSKeNbIM (PeHOTUIIOM B psifie ciiydyaeB (popMu-
pyeTcsT OCTEOHEKpPO3 TOJIOBKM OenpeHHO Koctu [23].
BaxkHO MTOTYepKHYTh, YTO MAIIMEHTHI, UMEIOIINE OTpaHM-
YeHHWe IBUTATEeIbHOUW aKTUBHOCTH, TTOABEPKEHBI Oojiee
BBICOKOMY PHCKY Pa3BUTHSI OCTEOTOpO3a U TepejoMaM
KOCTel, OCOOCHHO TIpM HaJWuuu Aeduiimrta/HeaocTa-
TouyHOCTH BuTamuHa D [24].

Cromarosiornyeckue mnpoodsembl. Yacto ymyckae-
MBIMU CUMTITOMaMU M3-3a TIPOOJIeM B TTOBEACHUN CTaHO-
BSTCSl CJlydaifHble CTOMATOJIOTMYECKHE HAXOAKH, TaKue
KaK OOJUTepUpOBAaHHBIE KaMepbl IMyJIbITbI U1 KOPHEBBIE
KaHaJIbl, TUITOTUIA3MS IeHTHHa [25, 26].

JpixatensHas cucrema u JIOP-opransl. Y neteii ¢ cun-
npoMoM CaH(MWIMIIIO OTMEYAIOTCs YacThle 000CTpEeHUS
XpOHUYECKUX 3a0osieBaHUIT Hoca (PUHUT, pUHOpeEs),
ma3yx, yieit. Hepenko ObIBalOT yBeTMUEeHBl MUHIATAHBI
U aleHOUJIbI, UTO CITOCOOCTBYET OJIOKUPOBKE JbIXaTe/b-
HbIX myTeit. JIJIst malimeHTOB paHHeTo Bo3pacTa HauboJiee
XapaKTepHbl pecrpaTOpHble HapyIIeHUs, CBSI3aHHBIE
¢ 0OCTpYKIIMEN IbIXaTeTbHBIX MyTeil. Bo3MOXHBI Tpu-
CTYMBI alTHO3 BO BpeMsi HOUHOTro cHa [27]. XapakTepHo
CHIDKEHUE CJIyXa, OOBIYHO pPa3BUBAETCS KOHIYKTHUBHASI
Tyroyxoctb. HeiipoceHCOpHbBIiI KOMITOHEHT pa3BUBAETCS
10 Mepe TporpeccupoBaHust 3aboaeBaHus [28].

CepneuHo-cocymiucras cucteMa. [lopaxkeHue cepaua
BCTpevaeTcsl pexke M IpoTeKaeT Jerde, YyeM TpU JPYrux
TUTMAax MyKoToincaxapuno3oB. KinamaHHbie TOpoKu cepaiia
(aHOMAJTMKX MUTPAJILHOTO 1 a0PTAJTLHOTO KJIATTaHOB, BKITIO-
yasi CTeHO3bI) YyCyryossitorcsi ¢ Bo3pactoM. [lo maHHBIM
seKTpoKapauorpaduu okoyso 15% mnainyeHToB MMEIOT
nedeKThI ITPOBOISIIEH ccTeMbl cepaia [29—31].

Opranpl mumesapenusi. Y 50% mnanueHToOB HaOIIO-
JlaeTcsl rermaToMeraavsi, B TO BpeMsl Kak CIJIEeHOMera-
JIUSI BO3HUKaeT KpaiiHe penko. OTMeuarTcsl MmaxoBble
U TIYIIOYHBIE TPbDKM. B paHHeM Bo3pacTe BO3MOXHA
BBIpaKeHHas PeLUANBUPYIOLIAs TUapest, B CTapIieM BO3-
pacrte xapaKTepHbI 3aropsl [32].

®uznyeckoe pasputHe. PocT, Macca M OKpPYKHOCTb
TOJIOBBI TIPU POXACHUM JAeTell ¢ MyKOomMoJjiucaxapuiao-
3oM Il Tnnma HaxomsaTCsl B Tipenenax U3MOIOTUYECKOM
HopMmbl. MccrenoBaHus ToKa3aiu, 4TO JAETH XKEHCKOTO
U MY>KCKOTO TI0J1a ObLTM 3HAYMTEILHO BBIIIE CBOUX 3710-
POBBIX CBEPCTHMKOB JIO0 2-JIETHETO BO3pacTa, a poCT
MaJIbYMKOB TIpeobsangand u B Bo3pacte 4 jeT. CKOpocTh
pocra 3amenyisiach rnociie 4,5 roga y 1eBoyek M Tocie
5 JIeT y MaJIbuMKOB M B Bo3pacTe 17,5 roma mauMeHThbI
0Ka3aJuCch 3HAYUTENIbHO HUWXKe TPYIIBl CpaBHEHUS.
OKpPYXHOCTb TOJIOBbI ObLa OoJibllle Y OOJIbHBIX NeTelt
B TeUEHMeE TIEPBBIX 2 JIET XKU3HU, OCTaBasCh YBEINICHHOM
1o Tiepuoaa pusndeckoii 3penoctu [33, 34].

DHIOKpUHHAA cucTteMa. Bo3MoXHO TipexneBpe-
MEHHOE TO0JIOBOE pa3BUTHE Y MaJIbUMKOB, HO Yallle OHO

B MOMOLLIb TPAKTUYECKOMY BPA4YY

HACTymaeT B Te JXe BpeMeHHBIe TIEPUO/IbI, YTO U Y 3I0PO-
BBIX meteit [11].

Knuanyeckne  0COOEHHOCTH  MYKONOJMCAXapuao3a
IITA Tana. K OCHOBHBIM TIPOSIBIIEHUSIM 3a00JieBaHUS
OTHOCSITCSI TUTIEPaKTUBHOCTh (HAOIIOMAeTCsT B CpeIHEM
B Bo3pacte 3—4 roma), moTeps peun (B 5—6 JeT) u cro-
cobHoctu K nepeasuxkenuio (B 10—11 net). Kpome Toro,
OTMEYaroTCs 3ajiepkka pedeBoro passutus (93%), Tpy-
6b1e uepThl uma (92%), anomanbHoe noBeneHue (75%),
renmatoMeranust (51%), paccTpoiicTBa ayTHCTUYECKOTO
criektpa (29%) wn smunencust (17%). JlaHHBIM TTOITHUIT
MpeACTaBisieT coboil Hanboiee arpeCCUBHYIO U 3JT0Kave-
CTBEHHYIO (hOpMY, TIPU KOTOPOM TALMEHTHI JOXKUBAIOT
B cpenHeM 1o 15—18 mer [35].

YcTaHOBJIEHBI TEHOTUT-(DEHOTUTTMIECKHUE KOpPpEs-
uu ripu mykomnonucaxapunose I11A tumna. UccnenoBanue
BKJTIOUAJIO OIIEHKY KIIMHUYECKUX JAHHBIX U Pe3YJIBTAThI
MOJIEKYJISIpHBIX JepekToB y 110 manyeHToB, BBISIBIEHHBIX
B Hupepnannax. [TepBeIMU KIMHUYECKUMU TIPU3HAKAMU
ObITM 3afiepkKKa PEeueBOTO Pa3BUTHS U TOBEACHUYECKHE
MpoGIeMBbI, KOTOPbIE OTMEUAJINCh B Bo3pacTe OT 1 10 6 JieT.
Jlpyrue CUMMTOMBI BKITIOYAIW HapylIeHUs CHa U Clyxa,
peLIMIVBUPYIONINE WHMEKIINM BEPXHUX IbIXaTeTbHBIX
MyTel, Ouapero W 3MUiIerncuio. BhISIBIeHO, YTO YacThle
maroreHHble MyTtamuu  p.R245H, p.Q380R, p.S66W
u ¢.1080delC OblM CBSI3aHBI C KJIACCUUECKUM TSIKEJIBIM
(eHOTUIIOM. VY TMALIMEHTOB, T€TEPO3UTOTHBIX TIO MyTa-
mun p.S298P, B coueTaHnn ¢ MyTalMeld, acCOLMMUPOBAH-
HOW ¢ KJTAaCCUYECKUM TSKETbIM (DeHOTUTIOM, TOCTOBEPHO
yare 1 Mpoao/DKUTETbHEe COXPAHSITACH TICUXOMOTOPHBIE
GyHKIMM 1 ObUTa GOJIbINE TTPOAOIKUTEIBHOCTD JKU3HMU.
VY 2 nanumeHToB, TOMO3WUTOTHBIX MO MyTauuu p.S298P,
1y 4, TeTepO3UTOTHBIX MO 3 MUCCEHC-BapruaHTaM, O KOTO-
pbIX paHee He coobianoch (p. T421R, p.P180L u p.L12Q),
oTMevaics ocabieHHbli peHorun [36].

Kaunuueckue — ocobenHocmu — MyKOnoaucaxapuoosa
IIIB muna. Hanbojee yacTo BCTpedalolIdecss XapaKTe-
PUCTUKU Y 3TUX MAIIMEHTOB aHAJIOTUIHBI XapaKTePUCTH -
KaM 00JIbHBIX MyKomnojincaxapuao3oM [1TA tuna: rpyosie
yepthl nna (94%), 3agep:kka peaeBoro pa3Butus (88%),
aHOMaJIbHOE TTOBeJeHNe/TUTIEpaKTUBHOCTD (69%), remna-
Tomeranus (56%), paccTpoiCTBO ayTMCTHUECKOTO CITeK-
tpa (19%) n smunencus (13%). CpenHsiss TTPOIOIIKM-
TeJILHOCTD Ku3Hu 17—19 jet [37].

Kaunuueckue — ocobenHocmu  MyKOnoaucaxapuoosa
I1IC muna. TlepBble KIMHUYECKUE MPU3HAKU U CHUM-
MTOMBI Y OOJIbHBIX TIOSIBIISTIOTCSI B CpeIHEM B BO3pacTe
3,5 roga. OHM BKJTIOYAIOT 3aJepXKy pedeBoro (92%)
u MoTopHoro passutusi (83%), MoBedecHYECKHME IPO-
osiembl (83%), Hapyiuenvie peurt (75%) v caa (50%), nna-
peto (58%), cHkeHre TOABMKHOCTU cycTaBoB (17%).
IMauueHTts! XuBYT 10 19—34 1eT 1 UMeroT Gosiee MsITKOe
TedyeHue 3a0oeBaHusd [38].

Kaunuueckue ocobenHHocmu  MYKOnoAUCaxapuoosa
IIID muna. JlanHblfi monTun 3aboJieBaHUS BCTpeda-
eTcs pexe BCero, MpoTeKaeT aHAaJOTMYHO MYKOITOJIH-
caxapunosy I11C [32].
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Boseuna C.A. u coasm. PanHas nuarHocTuka Mykornosncaxapuao3sa 11 tuna (cunapoma CaHdWIMIO) B IpakTHKE MeauaTpa

I'eneTnueckoe KoHCyasTHpOBaHME. MyKomoyrcaxapy-
no3 111 Tuna Haciemyercst Mo ayTOCOMHO-PELIECCUBHOMY
tuny. Kaxnprii cuoe manveHTta nmeet 25% 1iaHC OBITh
rnopaxXeHHbIM, 50% 1aHc ObITh 6€CCUMITTOMHBIM HOCH-
TesleM MyTanuu U 25% 1maHc ObITh 3M0poBBIM. [loce
YCTaHOBJICHMST TIATOTEHHOW MyTallMu y OOJBHOTO 4YjieHa
ceMbH, cTpajaatoniero Mykonojucaxapuaoszom III tuma,
BO3MOXHbI TE€CTMPOBAHME Ha HOCUTEJIBCTBO POICTBEH-
HUKOB, MPEIUMITJIAHTAllMOHHOE TEHETUYEeCKOe TECTUPO-
BaHMeE U MIpeHaTajbHast fuarHoctuka [11].

IlpenaranbHas auarHocTka. TecTupoBaHUE TIPO-
Boautcss B | TpumecTpe OepeMEHHOCTHM IIOCE KOH-
CyJbTallUM C BpayoM-TeHeTukoM. Jljisi TipeHaTaJbHOM
NMATHOCTUKW TIPEATNIOUYTUTEIbHO MCITOJIb30BaTh MoOJie-
KyJIsipHO-TeHeThuYeckuii aHanu3. [IpeHaraibHOE TecTH-
poBaHME C TIOMOIIBIO MCClie0BaHus (DepMEHTaTUBHOMN
aKTUBHOCTU BOPCUMHOK XOpHMOHA WU KJIETOK OKOJIO-
TUTOAHBIX BOJI IOCTYITHO B OTPAaHUYEHHOM YKCJie IIEHTPOB
o Bcemy mupy [39].

CKpHHHHTOBOE 00CjIeI0BaHIE HOBOPOXKIEHHbIX. CKPU-
HUHTOBOE 00CJeIoBaHWEe HOBOPOXIEHHBIX — YPE3BbI-
yaitHo 3¢ ¢GeKTUBHOE CPEeJCTBO CBOEBPEMEHHON auar-
HOCTUKM 3aboyieBaHMi. B Hacrosiiee BpeMs B psizie
CTpaH MUpa BHEIPEH W/WJIMN TIPOXOAUT MUJIOTHOE UCCIIe-
JIOBaHWE HEOHATaJIbHBII CKPUHUHT Ha MYKOTIOJMcaxa-
punossl I u 11 Tunos [40]. HemaBHO Obl1 paspadboraH
HOBBI BBICOKOTIPOM3BOMUTENBHBIN  MYJIBTUTUIEKCHBINA
METOJ ONTHOBPEMEHHOIO aHajv3a OIpeaesieHNs] aKTHB-
HocTu (DepMEHTOB B 00pa3iiax KPOBU C MCIIOIb30BAHUEM
SKMJIIKOCTHOM XpomaTorpaduu BBICOKOTO paspelieHusi/
TaHJIEMHOW Macc-CIeKTPOMETPUU JUISl  JTUArHOCTHUKU
HEKOTOPBIX JIM30COMHBIX 0OJIe3HEH, B TOM YMCJIe MYKO-
nonaucaxapuno3sos I, 11, IT1I1B, IVA, VI u VII [41].

JInarnocTnka. BospacT moctaHOBKM auarHo3a MyKo-
nonucaxapuao3a Il Tuna BapbupyeT B pa3jMuHBIX CTpa-
Hax M 3aBUCUT OT MOJTHUIIA 3a00JIeBaHUSI, HO B CpeIHEM
cocrtapysieT 2—6 jet (s moaTuma A — 3,5—771eT, Ui o/~
mnma B — 3,5—4,9 roma, mna mogruma C — 7—10,7 rona,
st moatuna D — 3,1—8,2 romga). JlnarHocTuKa ocTaeTcst
CJIOXKHOM 3amaveif, TaKk KaK B MepBble TOIbI KU3HU 3a00-
JIeBaHWe MPOTeKaeT 0eCCUMITTOMHO WU COTTPOBOXKIACTCS
HecnieuubudecKuMu cummnromamu [11].

OOBIYHBIN JMAarHOCTUYECKUI TMOUCK Y TallMeHTOB
C TIOMO3pEHMEM Ha MYKOIOJIMcaxapuao3 HayWHaeTCs
C M3MEpEeHHUs] YPOBHSI TIMKO3aMWHOTJIIMKAHOB B MOYE,
MPOAOJIKAETCSl OTpe/e/ieHueM aKTUBHOCTU Crielu-
yecknx (epMEeHTOB M 3aBepllaeTcsl MIeHTUdUKaumei
myTauuii. [lepBbIM METOIOM IMAarHOCTUKM CUMTAETCSI
orpesie/iecHUe YPOBHSI 3KCKpEeLMU TrernapaHcysibdara
C MOYOH C MOMOIIBIO TOHKOCJOWHOU Xpomatorpaduu
i anekTpodopesa. [Ipnmyem HeoOXOAMMO TIPOBECTH
KaK KayeCTBEHHBbIN, TaK U KOJUYECTBEHHBIN aHAJIMU3bI.
KonunyecTBo rmko3aMUHOTIIMKAHOB MOXHO OTPEIeTUTh
B MOY€, CBIBOPOTKE/TTa3Me KPOBH, BHICYIIEHHBIX TISITHAX
KPOBU, aMHUOTUYECKOI U CTUHHOMO3TOBOM XXKUIKOCTSIX,
B KYJIETUBUPOBAHHBIX KJIETKaX W TKaHSX. B OosbImH-
CTBE CJy4yaeB y JIETeil M TMOAPOCTKOB C MYKOIIOJMcaxa-

puno3zoM III Tuma ypoBeHb 3KCKpPETHPYEMOIO C MOYOM
rerapaHcyibdaTa TpeBbIIIAeT HOPMY, OJHAKO Y JIUIL
C JIETKUMU U MEIJICHHO MPOrpecCUpyomMu opMamMu
3TOT YPOBEHb MOXET ObITh B Mpe/eaaX HOPMbI WU OJIU3-
KMM K He#l. BaKHbIM J1J1s1 IMarHOCTUKU OCTaeTCsl aHAJIU3
aKTUBHOCTU (DepMEHTOB B KyJBTUBUPYEMbIX (huOpobia-
cTax KOXH, JISMKOIIMTaX, Tija3Me UM ChIBOPOTKE KPOBH,
KOTOPBI MOXKET OBITh MCMOJIb30BaH B KaUeCTBE JTMArHO-
CTUYECKOTO TecTa IepBoii TuHuM [42].

WneHtudukanmss BapuaHTOB B KOHKPETHBIX Te€Hax,
KOIVPYIOIINX KaXAbli (DEPMEHT, CBSI3aHHBIA C MYyKO-
MOJIMCaxapya030M, BaxKHa JUTSl TTOATBEPXKACHUS TMarHosa,
BBISIBJICHUSI HOCUTEJIe, TeHETUYECKOrO KOHCYJIBTUPO-
BaHUsI, TIPeHATAJIbHOW AMArHOCTUKU (TPEANOYTUTEIBHO
B COYETaHUU ¢ (PePMEHTHBIMU aHAJIM3aMM) U TIPOTHO3U-
poBaHus ¢deHoruna. [1pu mykononucaxapumnose 11 Tumna
HEoOXOIMMO Ha3HaYeHUEe TeHETMYECKOTo MCCIIeTOBaHUS
JUISI YCTAHOBJIEHUMSI MyTaluuu cieayouux reHos: SGSH,
NAGLU, HGSNAT, GNS (B 3aBucuMOCTH OT roaTumna) [32].

CekBeHupoBaHue 10 CaHIepy OCTaeTcsl «30JI0ThIM
CTaHIAPTOM» IS BBISIBICHHMSI TEHETUYECKUX MYTallvii
(TOueyHbIe MyTallMM U HEOOJbIIIME BCTaBKU/IEICIVN).
OpHako Oosiee pacpoCTpaHEHHBIM CTAaHOBHUTCS CEKBe-
HUpoOBaHUe ciieaytoiiero rnokoneHus: — NGS, mocrymn-
HBIA 1 OTHOCUTEIbHO HEIOPOTOI METO/, JIJIsT TTIOBCEIHEB-
HOW IMarHOCTUKU MYKOTIOJIMCAXapUI030B. YCTAHOBJIEHO,
YTO HEKOTOpbIE MYTallMM CBSI3aHbI C 0oJjiee MSITKUMM
deHotunamu mykomnonucaxapunosa IIIA tuna (p.Arg-
206Pro, p.Ser347Phe, p.Asp444Gly, p.Glu369Lys, p.Pro-
128Leu), mykomnonucaxapumosa I1IC tuma (p.Gly262Arg
un p.Ser539Cys), B To BpeMsl Kak JApyrue ObLIv CBSI3aHbI
C TSEKeJbIM (peHoTHUIIOM MyKoroiarcaxapuao3a I1TA Tumna
(p.Arg433Gln) [43].

HakormneHuss TMMKO3aMUHOTJIMKAHOB TakKXe TIpU-
BOJAT K CIOXHOW MUChHYHKIIMU ¢ (POpMUPOBAHUEM BTO-
PUYHBIX MapKepoB, TaKMX KaK TIMKOCHUHTOIUIUIBI,
dochomununbsl U xoysectepuH. B KauecTBe MapKepoB
nopaxeHusi LIHC MoXHO UCIIOIb30BaTh OLIEHKY YPOBHS
MIMKOCHUHTONMUININAOB, Takux kKak GMI1- u GM3-
raHrmo3uibl. HekoTopbie aBTOphl TaKKe PEKOMEHIYIOT
M3MepeHNe YPOBHSI AMCaXxapuioB, TeNapruHOBOTO Kodak-
Topa II-TpomGuHOBOTO KOMIIEKCa [44, 45].

Tlocne ycraHoBieHUsSI nuUarHo3a TpeOyeTcsl MHCTPY-
MEHTaJbHasl MUAaTHOCTMKA JUISI KOHTPOJISI 3a COCTOSI-
HUeM peOeHKa: yJIbTpa3ByKOBOE MCCJeIOBaHUE OPraHOB
OpPIOIITHOM TIOJOCTU, CeNe3eHKU, TMOYEeK, PEeHTTeHOIrpa-
¢wus ckeneta, daeKTpoHepoMuorpadusi, ayimoMeTpus,
CIIUPOMETPUSI, BJIEKTpodHIedamorpadusi, MOJIUCOMHO-
rpacdusi, 3MEKTpO- M dXOoKapauorpadus, MarHUTHO-
pe3oHaHCHasi ToMorpadusi TOJTOBHOTO MO3ra, HIEHHOTO
OTJeJ1a TO3BOHOYHMKA [46].

JuddepennuanbHas quarnocTuka. Tak Kak KIMHUYE-
ckue TiposiBieHus1 cuHapoma CaHWIUIINO Yallle BCero
HAYMHAIOTCS C HEBPOJIOTMYECKHUX, a HE C COMAaTUYECKUX
HapyLIeHWi, KaK IpU APYIMX MYyKOIOJIKMCaXapuuo3ax,
To MU depeHInanbHYI0 TMAaTHOCTUKY B TIEPBYIO Ouepeb
clieflyeT TPOBOJAUTD C pa3IMYHBIMU (DOopMaMU 3a1epKKU
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HEPBHO-TICUXWYECKOTO pPa3BUTUS U PEUM, C PacCTpOii-
CTBaMU ayTUCTUYECKOTO CIIEKTpa, CUHIPOMOM Jie(hUIIUTa
BHUMAHUSI U TUTEPAKTUBHOCTHU. [1pu TMOSBICHUN IMC-
MOpP(@OJIOTUYECKUX YEePT JUla U XapaKTePHBIX COMAaTU-
YeCKMX MPU3HAKOB HEOOXOAMMO YTOUHUTD TUTT U TIOJTUTT
MyKoToiMcaxapuao3a. BeipakeHHOe mopakeHue ornop-
HO-JBUTATEILHOTO arrapara, TYTOMOABMXHOCTh CycTa-
BOB, 0OJIM, YIUIOTHEHUE KOXW — OCHOBAHME MJIs TIPO-
BeneHus auddepeHIIMaTIbHOTO arMarHo3a ¢ TaKUMU
3a00JIeBaHUSIMU, KaK apTPOrPUIIO3, CKJIEPOACPMUS,
MOJUMUO3UT, apTPUT (FOHOILIECKUI, pPEeBMAaTOUIHbINM,
rncopraTuieckuii). 3abosieBaHUE 00513aTEIbLHO ClEAyeT
nuddepeHInpoBaTh OT IPYTMX BUIAMU MYKOTIOJMCaxa-
PUII030B, MYKOJIUTTMI03aMH1, TAHTJIMO3UA03aMU1, MHOXKE-
CTBEHHO CcysibhaTa3HOM HET0CTaTOYHOCThIO [22, 47].
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