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Knroueswvie cnoéa. 2anarxmocuaiudo3, UHParmuisHbiil HehOpOmuueckull CUHOpPOM.

IIpeacTaBieH pegKAi CTy9aii HH(PAHTHWIBHOTO BAPHAHTA TAIAKTOCHAIN/I032 C PA3BUTHEM BTOPHIHOTO
Hedporrnueckoro cunapoma. Iloka3zaHbl COBPEMEHHBIE IIPEICTABICHUS O IIATOT€HE3€, OCHOBHBIX KTIMHUYECKHX

IIPOABJICHHUAX H JTUATHOCTHKE TAIAKTOCHATTHI03A.

A rare clinical case of infantile galactosialidosis with nephrotic syndrome is described. Modern view on pathogen-
esis, clinical manifestations and diagnostics of this lysosomal storage disorder are presented.

Hedppornueckuii cunppom (HC) MoxkeT ObITh IEPBUY-
HBIM U BTOPUYHBIM, T. €. BO3HUKAET KAK CJIEAICTBHUE WIN
OCJIOKHEHUE APYTUX 3200JIEBAHUIL. B 3aBUCUMOCTH OT
BO3PACTA 1OI0TA BBIIEIAIOT BPOXKICHHBIN, TH(PAHTIbHBIA
u 1oseHmIbHbIN HC. Takoe fenenue o0yciIoBIeHO pasHoi
3TUOJIOTHEN U IIPOTHO30M 3a060JIEBAHUA Y JIETEN PA3/INY-
HBIX BO3PACTHBIX TPYIIIL.

Wupantunbnbit HC pazsusaeTcsa B NEPUOJ KUZHU
pebenka ot 3 10 12 MecAreB 1 4aie ObIBAET CBA3AH C
BPOK/IEHHBIMU U HACJIE/ICTBEHHBIMU OOJIE3HAMU [TOYEK
(CMHIPOMATBHBIE ¥ HECUH/JPOMAIBHBIE BAPUAHTHI II0YEY-
HOU IUCIVIA3UH, ayTOCOMHO-PELECCUBHBIE OOJIE3HU II0YEK,
COTPOBOKAAIOIINECS HAPYIIEHUEM CTPYKTYPBI TTIOMEPY-
JIAPHOU 623271bHOM MEMOPAHBL U UMMYHHOI CUCTEMBI),
BHYTPHYTPOOHBIMU MH(PEKINAMU (LTUTOMET ATIOBUPYCHAS,
TepIIeC-BUPYCHAS, KDACHYX4, TEMTATUT, TOKCOIUIA3MO3, CH-
(punmuc), runoTUpeo3oM. B peiknx ciyyasx MH(AHTHIb-
Hbll1 HC passBuBaeTCd NPU HACIEACTBEHHON TATOJOT NN
06MEHA BEIECTB, BKIIOYAsl 00/1e3HN HaKkoreHus [4, 10].

[TpencrapmaeTcs KIMHUYECKOE HAOMOoAEeHNE GOJIBHOIO,
y KoTOpOoro HC pasBuics Py TATAKTOCUATH/IO3E.

Feopruin A. snepsbie noctynun B oTaeneHue Hedbponoru
MHWUW nepmatpum u petckoin xupypruv Munsapasa Poccuu
8 1 rop 10 mecaues C AMArHO30M «TOPMOHOPE3UCTEHTHBIN HEd-
potnueckuit cuiopomy. Cembs peberka xueet 8 r. bapHayne.
Babywika manbumka no AMHWM MATEpH CTPAACET APTEPUANLHOM
TMNEePTEH3Nen, O9A9 CO CTOPOHbI OTLA YMEP OT MAHKPEOHEKPO-
30. Hacroswas GepemeHHOCTs nepsas, MpOTEKand C aHemWel,
YMEPEHHBIM MHOTOBOAMEM; B NEPBOM TPUMECTPE MATL NepeHecna
PECNUPATOPHO-BMPYCHYIO MHdekumio. Peberok popuncs B cpok
¢ maccort tena 3410 r, anuHoin 53 cm, oueHka no wkane Anrap
cocraeuna 3/7 6annos. Ha 1-m rogy xwmsHu manbumk Habnoaancs
HEBPOMNATONOroOM C AMArHO3OM: NEPUHATANBHOE NOPAXEHUE LIEH-
TPANLHOM HEPBHOW CUCTEMBI, TMAPOLEDATbHbBIA CUHAPOM, CUHAPOM

I dY3HOM MBILLIEYHON TMMOTOHMM.

C paHHero Bo3pacTta y pebeHka OTMEHQANCs HeyCTOMUMBLIA CTyN,
C 4 Mecaues X13HM — 4acTble PECNUPATOPHO-BMPYCHBIE MHbEKLMM
¢ 6poHxoobcTpyKTHMBHBIM cHapomom. Monusiit HC passunca 8 11
MECALEB XM3HU HO HOHE OBCTPYKTUBHOTO BPOHXUTA, OCIOXHEH-
HOTO MPABOCTOPOHHEN MHEBMOHMEN. Tepanus NpPeaHU30NOHOM B
MOKCMMQNbHOM f03e Bbina HeaddekTBHOM, Gonee Toro, Ha $oHe
CTEPOMAOB OTMEYANOCh HOPACTAHUE MPOTEMHYPUH.

Mpu noctynnerun GonbHoro & kinkuky MHU negnarpum u IOX
66110 06PALLEHO BHMMAHME HA HM3KOPOCOCTb (80 cm), rpybbie yepTs
n1Ua, 6ONbLIOE KONMYECTBO BEHOTUNMYECKUX OCOBEHHOCTE: rnep-
TENOPM3M 1M1A3, YNNOLLEHHAR NEPEHOCHLA, MAKPOLEDArHs, KOPOTKAS
wes, 6OUKOOOPA3HAA TPYAHAR KNETKA, GOMBLION XMBOT, BAMLIyCHAS
nedpopMaLms HUXHUX KOHedHoCTeH, nnockoctomve (puc. 1). Koxa
pebeHka Gbina 6reaHoN, OTMEYONUCH BBIPOXEHHbIE Nepubepuye-
ckvie oteku, anddysHas meieyrHas rmnoToHus. CepaedHo-neroduHas
LEATENbHOCTb BbINA YAOBETBOPUTENLHOM, APTEPUANBHOE AABNEHUE
coctagnano 90/50 mm pr. cr. Mpn nanbnoumm XMBOTA BHIABASIMCH
MyNoYHast U ABYXCTOPOHHSS MOXOBO-MOLIOHOYHAS MPbIXM, KA ne-
YEHM BHICTYNAN M3-NOf PEBEPHON myri Ha 7 CM, CeneseHkn — Ha 2
om. INenxopedesoe pasemnTie GONbHOrO COOTBETCTBOBANO BO3PACTY,
NATONOTMM CAIYXA M 3PEHHS HE OTMEYANOCh.

B kposu pebeHka Obinu BLISBNEHbI CEAYIOLUME M3MEHEHMS:
CO3 - 40 mm/u, obwmin 6enok — 54,8 r/n, ansbymunsl — 29 1/n,
xonecteput — 6,8 MMOMb/N; BLISBNANMCS NPU3HAKK rMNEPKOAryns-
umn, cHmxenmne ypoens IgG no 1,2 r/n, nossiwenue IgE ¢ cencn-
6unM3auMent nerkoit CTeneHn K GLITOBBIM (knell, wepcTb cobakm)
W NULLEBbIM annepreHam (Monoko). MpoTenHypus HecenekTMBHOro
xapaktepa konebanacs ot 0,5 po 2 r/cyt (38—153 mr/kr/cyt).
Kny6oukosas dpunstpaumsa cocraensna 70 mn/mun/ 1,73 m?, dyHk-
UMst OCMOTHMYECKOTO KOHUEHTPMPOBAHMS Bbina coxpaHHa. B kane
BLISBNANMCH HE3HAUUTENBHLIE KOMMUECTBA NEPEBAPEHHOM KIETUATKM,
KPOXMAAQ, HEHTPANHOMO XMPA, XMPHBIX KUCTIOT M MBINOB.

Mo AGHHBIM YNBTPA3BYKOBOTO MCCIEAOBAHMS OTMEYANOCH 3HAYM-
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Puc. 1. BHenruuit Buj 00/1b-
HOTO A., TAJIAKTOCHATH/IO3.
TUIIYHbIE 111 00ME€3HU

HAKOIVICHHUA KJINHHYCCKHE
IIPU3HAKH: IPyObIE YePTHI
JIMIA, YIUIOUICHHAS IIepe-
HOCHIIA, MaKponedanus,

KOPOTKA 1Iest, 60YKO-
0o0pa3HasA IPpyTHAsA KICTKA,
OOJIBIIOM KHBOT

TENbHOE YBENMYEHME PAZMEPOB MOYEK, BHIPAXEHHOE YTOMLIEHWE U
MOBBILLIEHME SXOTEHHOCTH X MAPEHXMMBI C MIOXOM AnddepeHumaLm-
il Ha Cnow (puc. 2); onpeaensnock BHIPAXEHHOE YBENMUEHUE Pas-
MEPOB NEYEHM, CENE3EHKHN W LUMTOBMAHOM Xenesbl 6e3 HapyLeHus
3XOCTPYKTYPbl OPTAHOB, YBEIMYEHUE XEYHOTO Ny3bIPs C Nepernbom
€ro B HUXHEN TPETH TeNd, yBENWYEHME MOMKENYAOUHON Xenessl
C MOBLILIEHWEM SXOTEHHOCTM MOPEHXMMbI W HEOJHOPOJHOCTHIO
sxocTpykTypsl. Cepaue 1 kpynHble cocyasl Obinv 6e3 U3MeHeHMi.

Mpu peHTreHonoryeckom o0bCNesoBAHMM OPTAHOB rPYAHOM
KNeTKM Obinu BHISBNEHB NPU3HAKM OPOHXOOOCTPYKLUMM B BUAE
B34y THsI TPYAHOM KIETKM, TOPU3OHTAILHOTO PACTONOXeHHs pebep.
KocTHbif BO3pacT pebeHka no AAHHBIM PEHTTEHOTPAMMBI KUCTE
pyk cootsetcreosan 3,5—4 ronam. Mccnenosanue KOCTHOM cucTe-
Mbl BbISBUNO Anddy3HbIE Hecneunduieckne U3MEHEHUS CKeneta,

HBEDONEN

Puc. 2. YIpTpa3ByKOBasg KAPTHHA IIOYEK OOIBHOTO A., TIaK-
TOCHATH/I03: YBEJTHYECHHE PA3MEPOB II0YEK, YTOIIIEHHE,
wroxasa guddepeHITHAIIA TAPEHXHMBI IIOYEK HA CJIOH,

IIOBBINIEHHE 3XOI'€HHOCTH IIAPEHXHMBI II09€EK (CPAaBHHUMA C

TKAHBIO IIE9ECHH)
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XAPOKTEPHU3YIOLIMECS HECUHXPOHHOM OCCUGUMKALMEN, HOPYLIEHHEM
COOTHOLLEHMS MEXAY OTAEMbHbIMU YACTSIMU CKeneTd, AedopMaLm-
MK, 4TO MO3BONSNO FOBOPUTL O HOMWYMM Y pebeHKa An30cTo3a.

MHCTpyMeHTANbHOE MCCrIenoBaHue Cnyxa 1 obTanbMOCKOnms
C MPUUEmbHEIM OCMOTPOM MOKYNAPHOM 0BAACTM MA3HOMO AHA
NATONOTMM HE BLIABUNK.

Yuutbisast pannuit pebior HC, nopaxeHue Heckonbkux BHY-
TPEHHWX OPraHOB, PebeHOK Bbin 06CIEN0BAH HA BHYTPUYTPOBHYIO
nHdexumio. Ceponormyeckoe UCCNEROBAHUE CHIBOPOTKM KPOBM HA
TOKCOMAA3MO3, CUOUINC, LUTOMETQNOBUPYCHYIO, reprnec-BUpyCHYIO,
Snwreina—boppa supycHyio, BUY-undekumio, renatutel B u C
BbINO OTPULATENbHBIM.

BposxaeHHbIl rMnoTMpeos, Npu KOTOPOM MOXET PO3BUBATHCS
HEeGPOTUYECKMI CUHAPOM, BbIN UCKMIOYEH HO OCHOBAHWM UCCIERO-
BAHMA TUPEOMAHOTO NPOGUNA KPOBM.

CoyeTaHmne peunamBmpyIoLLErO KMLWEYHOTO U BPOHX00BCTPYK-
TMBHOTO CMHAPOMOB NOTPEBOBANO UCKIIOYEHHA ABAOMUHABHO-NIE-
rouHom dbopmsl Mykosucumao3a. [okasaTenu HATPUA M Xopa 8 no-
TOBOM NPO6GE PebEeHKa COOTBETCTBOBAM HOPMAMbHBIM 3HQYEHHSIM.

Uudantunersit HC 8 codetanmn ¢ Typnep-nopobHeim de-
HOTMMOM (HM3KMI pOCT, GonbLIaA ronoBa, rpybbie YepTh Nuua,
KOPOTKOA Lues, BAMbrycHas AedOpMALMA HUKHWUX KOHEUHOCTEH,
MNOCKOCTONME, MYMOYHAS M ABYCTOPOHHSS MAXOBO-MOLIOHOYHOS
rPbiXH), BUCLEPOMEranv1en, AM30CTO30M MOT ObiTb MPOABAEHMEM
GonesHert Hakonnexus. bonbHoMy BbINO NPOBEAEHO UCCNEa0BAHME
QKTUBHOCTW NIM30COMANbHbIX GEPMEHTOB nerkoumuTos kposu (HAW
BromeanumHckort xummu PAMH), soiseuBliee nonHoe otcyTcTane
QKTUBHOCTM Ci-HEMPAMMHMAA3b M PE3KOE CHUXEHME OKTMBHOCTH
B-ranaktosupassl. NonyyeHHble AaHHBIE MOATBEPAMIM HAMMuME Y
pebeHka ranakTocManMaosa.

Peunavsrpytolumit 6POHXOOBCTPYKTUBHBIN CHHAPOM Y 601b-
HOrO C BLICOKMM ypoBHem obuiero IgE u cneundudeckmm IgE «
GLITOBBIM M MULLEBLIM QNNEPrEeHaM Bbifl POCUEHEH KaK NPOSIBNEHNE
BPOHXMANBHON ACTMI.

Tokum 06pa3om, Ha OCHOBE OBCNENOBAHMS MANbYMKY Obir
MOCTABNEH KIMHMYECKMI AWMArHO3: ranaKTOCManuao3. Bropuumbii
MHPAHTUNBHBIA HEPPOTUYECKMI CUHAPOM. BTOpMuHbIN crHapOM
manbabcopbumn. BpoHxuansHas acTMa, TAHXENas, MeXNPUCTYNHLIA
nNepuoa.

Pebenky nposoaunnocs cumntomatuueckoe nederne HC (uHdy-
3un 20% pacteopa anbOYMUHA, AMYPETUKM, KYPCbl QHTUKOQTYNSHTOB
W 4E3QrperaHToB), Tepanua GEePMEHTaMU MOLKXENYA0YHON Xenesb,
MEMBPAHOCTABUAM3ATOPAMM (30AMTEH, QnbAEUMH), NPY NPUCTYNaX
BPOHXMATEHOM OCTMbI PEKOMEHAOBAHO UCMOML30BAHKE Bepomyana.

CocrosHne pebeHka OCTABANOCh CTABMABHO THXENbIM. 3a
ron Habmogerua (k 2 . 5 mec.) suipoc Ha 3 cm, B Bece npubasmn
1,6 kr. [Tou NOBTOPHOM rOCAUTONM3ALMU OTMEYANOCH YBENUYEHWE
PA3MEPOB BHYTPEHHWUX OPrHOB: MEYEHb BLICTYNANA W3-MOJ KPAst
pebepHoit gy Ha 8 cm, ceneserka — Ha 3,5 cm, abconoTHbIN
pasmep novek cootsetctsosan /—8-netHemy sospacty. Hapocna
taxects HC: obwmi 6enok kposu — 47,2 r/n, ansbymunsl — 19,4
r/n, xonectepud — 9,2 mmons/n, Tpurnvuepuasl — 3,97 r/n; npo-
TenHypus konebanace ot 0,82 go 1,82 r/cyr (58—130 mr/kr/cy).
@yHkums nodex Bbina coxparHa: kinyboukoeas dunbtpaums = 116
MI/MUH, yaensHbl BeC moun 1o 1016,

B nocnepyiowiem 6onbHOM B KnMHKKy He noctynan, B 3,5 ropa
Y MQSIbYUKQ PA3BMIACH XPOHMYECKAS MOYEYHAs HELOCTATOYHOCTb
C NETAsbHLIM UCXOROM.

[TaKTOCHAIN/IO3 — OYEHD PEAKAS AYTOCOMHO-PELIEC-
CHBHAs OOJIE3Hb HAKOIUIEHHUS, CBA3AHHASI C BTOPUYHBIM
Je(PUIUTOM JIN30COMATBHBIX (DEPMEHTOB — oi-HEUpAMU-
HU/Ia3bl (CUAIN/IA3bl) U B-TaTaKTO31/1a3bL. OOIIEONy/Is-
IIMOHHAS YaCTOTA 60JIE3HN HEM3BeCTHA. [lepBoe onrcaHue
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GOJBHBIX C COYETAHHBIM ICPUITUTOM ¢.-HEHPAMUHU/IA3bI
U B-T1aKTO3U/a3bl OTHOCUTCA K 1971 1. [3]. [Tosguee 66110
IIOKA3aHO, YTO Ae(pULNT (PEPMEHTOB IIPU T'UIAKTOCHAIH-
J03€ OOYCJIOB/IEH OTCYTCTBUEM B KJIETKAX «IIPOTEKTUBHOI'O
6enkar [1, 5]

B 1991 1. 6bu1 HAEHTU(PULIMPOBAH I'€H IIPOTEKTUBHOIO
6EITKA, TIOKATU30BAHHBIN HA JTTUHHOM 1171e4ue 20-11 XpOMO-
CcoMbI B yuactke 13.1 (20q13.1) [17].

B HacroAmuil MOMEHT U3BECTHO, YTO IPOTEKTUBHBIN
IIPOTEUH BMECTE C CUATTMA30M, B-TAIAKTO3MAA301 U N-a-
HETHITIAKTO3AMUH-6-CyIb(aT-Cynb(aTa3or o6pasyer
MYJIBTU9H3UMHBINA TM30COMAIBHBIN KOMIUICKC, Y4ACTBYIO-
UK B PACIIEIVIEHUN ITTMKOIUIIUOB, INTMKONPOTEUHOB U
OJIUTOCAXAPUZOB. [IPOTEKTUBHBIN IPOTENH /KATETICUH-A,
WIN JIN30COMAIbHAS KAPOOKCUIIENTHA34, OOECIICUNBACT
CTaOWIBHOCTD TU30COMANBHBIX (PEPMEHTOB, 3AMUIIASL UX
OT ierpaianuu [9]. Myranus B reHe MPOTEKTUBHOI'O O€Ka/
KATEIICHHA-A BeJEeT K YKOPOYECHUIO IEPUOAA ITONTYPACIIA A
(PEPMEHTOB OT HECKOJIbKUX YACOB JJO HECKOIbKUX MUHYT,
BBI3BIBAS TSDKEITBIC METAGOMMUCCKre Hapyimenus [1, 10].

YUUTBIBAA, UTO NPU TVIAKTOCUAINJO3E OTMEYACTCS
COYETAHHBIN Ae(PUIUT o-HEUPAMUHU/IA3BI U PB-T'aJIaKTO-
3UJa3bl, KIMHUYECKUE IPOABICHUA OONIE3HU BKIIOYAIOT B
€e0s1 CUMIITOMBI CHANIJI03 U B-TATAKTO31/1034. BosbHbIE
HMEIOT TUITHYHBIH JJ1s1 60s1e3HEeN HaKoIIeHus [ypiep-1o-
JOOHBIN (DEHOTHII, BUCIIEPOMETATTUIO, HECTICITU(DUUECKHE
JU(PPy3HBIE U3MEHEHUS CKENETA (JU30CTO3), HEPEAKO
TYT'OYXOCTb M U3MEHEHM Ha IVIA3HOM JIHE I10 TUIIy «BHUII-
HEBOM KOCTOYKM».

SInoHCKue yueHble HAa npuMepe 19 nanuenTos ¢ ragak-
TOCHAIUJ030M [ 14] BBIAETIIN 2 BAPHAHTA GOJIE3HH, OTIIN-
YAIOMIKMECS 10 BO3PACTY MAHU(PECTALNN U TUKECTH KIIU-
HUYECKUX IIPOABICHUMN: MH(AHTUILHBIN U IOBEHWIbHDIIL

[Tpu nH(MAHTIWIBHOM TUIIE 32001€BAHUE IPOABIIACTCA
Ha 1-Mrogy xusHu. Hapagy ¢ OOIMUMHU IPU3HAKAME Y GOJIb-
HBIX HEPEIKO BCTPEUAIOTCA IPyOast 3/JEPKKA YMCTBEHHOTO
PpasBuTHsL, CYJOPOIY, IOMYTHEHUE POIOBULIBL OTAEIBHO
BBICJIAIOT PAHHUH MH(AHTWIbHBIN (BPOXICHHBIN) THIL
I'aTaKTOCUAINI034, XaPAKTEPUSYIOIUICSA TEHEPAIUZ0-
BAHHBIMY OTEKAMU U I'MOEJIbIO GONBLHOIO B IEPBLIE CYTKU
JKU3HU OT IIOJIMOPIAaHHOU HEAOCTATOYHOCTH. Hepeako
JJAHHBIN BADUAHT BBIABIIAETCS BHYTPUYTPOOHO U SABIAETCS
OJTHON M3 IPUYNH HEMMMYHHOTI'O TH/IPOIIMOHA 11074 [12].

IOBeHmIbHAA (hOPMA I'ANAKTOCHAIN/I032 IIPOSIBILCTCS
B PA3HOM BO3PACTE, KIMHUYECKUE CUMIITOMBI U IIPOTHO3
€€ oueHb BapuabeabHbL. BCTPEUaoTcss OTHOCUTENBLHO
6J1arOIIOTYYHBIE BAPUAHTEI C U30JMPOBAHHBIM ITOPAKE-
HHEM OJHOU M3 CUCTEM OPIaHOB, HAIPUMEDP KIATAHHOIO
anrnapara cepana.

KnuHnuecknit (PEHOTUN TATaKTOCUATI/I03a ONIPE/Ic-
JIEIETCS XAPAKTEPOM MYTALIUU U YPOBHEM IIPOTEKTUBHOI'O
6emKa Bm3ocoMax [11, 18] Ilpu panneM HH(AHTIWIBHOM
THUIIE MYTALMA B I'€HE [VIMKOIIPOTEUHA IIPUBOJUT K HAPY-
MEHUIO (POCPOPUINPOBAHNA KATETICUHA-A, YTO BBI3BIBAET
HAPYIIEHXE €I'0 TPAHCIIOPTA BIU30COMBL IIpr 9TOM aKTHB-
HOCTb 0.-HEUPAMUHU/IA3BI U B-TTAKTO3HU/A3bI BJIU30COMAX
IIOJIHOCTBIO OTCYTCTBYET. Y MALIUEHTOB C TO3IHUM UH(PAH-
THIBHBIM TUTIOM KaTEIICUH-A YACTUYHO (POCHOPUIUPYETCS
1 TPAHCIIOPTUPYETCA BIM30COMBL I IpeAnonaraior, 4ro npu
I0BEHIIBHOH (POPME H0JIE3HN CUHTE3UPYETCS JIE(PEKTHBII
KATETCHUH-A, (DyHKIMA KOTOPOI'O YACTUYHO HAPYIIEHA.

Hapspy ¢ Buctiepomeranues, 1epopMaisaiMyu CKeIeTa
U aTakCueH HepponaTus C IPOTEUHYPUEH U OTEKAMHU

ABJIAETCA ITOCTOSHHBIM IIPU3HAKOM TJIAKTOCHUAIN/I032 Y
TOMO3UI'OTHBIX ITO MYT Q_HTHOMY I'eHy SKCIICPUMCHTAJIbHBIX
JKUBOTHBIX [2, 13]. HecMOTPs Ha 3TO, B JOCTYITHOU JIUTEPA-
Type Mbl He Hanuy onucanus HC Ipu rajlakrocCuainjose y
JIHO/IEN. BO3MOKHO, 3TO CBA34HO C OYEHb PAHHE THOEIIBIO
nanueHToB. OHako passurre HC onncaHo y 60IbHbIX C
TSDKEION (POPMON CHANHU/I03a, BBIC/IIEMON KaK «HE(PO-
cuannizios» [8, 15]. Ilpu arom HC manudecTupyer 06bIMHO
HA [IEPBOM I'OJTy >KU3HU U OIIPEJIE/IAET BUTANIBHBII IPOTHO3
nanyeHToB. Hepobuontuyeckoe UCCieloBaHue MovYeK
BBIABJIACT HAKOIUIEHUE CUAIOOIMIOCAXAPUOB BEICOKOU
MOJIEKYJIIPHOU MACCHI IPEUMYIECTBEHHO B IIOAOLUTAX U
KJIETKAX IPOKCUMAJIbHBIX KAHAJIBLEB, O4aTrOBOE pacInpe-
HUE ME3AHTUAIBHBIX IVIOMIA/IOK B ITIOMEPYIIAX, (POKAIBHBIN
[JIOMEPYIOCKIEPO3 [15]. [ToATBEPANTD TATOIEHETUUECKYIO
CBsA3b HEPPOTUYECKOI'O CUHIPOMA C I'ATAKTOCHAINAI030M
Yy HAIIETO GOIBHOTO MOIJIO ObI HEPPOOUONITHUECKOE
HCCIIEJOBAHUE TI0YEK, OT KOTOPOI'O POANTENN MATbYUKA
OTKA3aJIUCh.

B Hacrosee BpeMs HE Pa3pabOTaHbl METO/IbI 3AMECTH -
TEJIBHOU TEPANNU I'IAKTOCHAIN/034. IIpornos 6onesny,
OCOOEHHO MH(PAHTIIBHOU (DOPMBL, OCTAETCS OYEHDb HEOA-
rONpHUATHBIM. [103TOMY 0CO00€ 3HAYEHHUE UMEET IIPEHA-
TAJIbHAA JUATHOCTUKA 32060/1€BAHNA. B MUPOBOI IIPAKTUKE
[IPEHATAIbHASA JUAHOCTHKA ['TAKTOCHA/IN/I032 OCHOBAHA
HA OIIPEJEICHUN YPOBHS KATECIICUHA-A WM aKTUBHOCTU
o-HEHPAMUHU/A3BL U B-TAIaKTO3U/IA3bl B AMHUOLIUTAX U
BOPCHHAX XOPUOHA 1U1071a [6, 7].

[IpeacraBneHHOE HAOMIOACHUE JEMOHCTPUPYET IeTe-
POr€HHOCTb MH(PAHTHIBHOI'O HE(PPOTUIECKOI'O CUHAPOMA.
Heo6xX0aMMO MOAYEPKHYTD, UTO B CIy4asiX HACJIE/CTBEH-
HOI IIATOJIOI'MU IIPABUJIBHO ITOCTABICHHBIN JUATHO3 HE
TOJIbKO MEHAET TAKTUKY BEIEHMs OOIbHOTO, HO U OIIPE/IEI-
€T CEMEHBIN TPOTHO3, TPEOYA 00A32TEILHOIO IIPOBEACHNSA
MEJUKO-TEHETUYECKOI'O KOHCYIETUPOBAHNA CEMbBH.
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