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PE3IOME. ['unepiunuaeMuu — TIEPBUYHO BO3HUKIIHNE HAPYIICHHS JUITHUIHOTO COCTaBa KPOBH,
B OCHOBE KOTOPBIX JIEKAT ['CHETHUYECKH 00yCIIOBJIEHHBIE AC(EKThl JUIUAHOIO oOMeHa. B HacTos-
niee BpeMsi B BUJY YJIYULICHHS JTUAarHOCTHKU PETUCTPHUPYETCS POCT OOJBHBIX C THUIEPIHIHJC-
MUSAMHU, CPEAU KOTOPBIX BCC HALIC CTAJIM BCTPCHATHCA NEPBUYHBIC. B cratbe paccMaTpuBarOTCA
0COOEHHOCTH MaTOreHe3a, KINHNYECKOW KapTUHBI TUIIEPIUNUIEMHAN V THIIA COTIacHO Kiaccudu-
karuu Fredrickson D.S. ['mmepmunonporenHeMust V THUIIa — 3TO PEIKO BCTpeUarolieecs Hapy-
HICHHE JIMTUIHOTO oOMeHa, umeroniee 4yepTsl [V u | THNoB runepaunuaeMuil, HaaTu4due KOTOPBIX
MOXXHO NPEANOJOXKUTE Yy MallMCHTa C NIOBBIMICHHBIM YPOBHEM JIMIIONIPOTECUHOB OYCHb HU3KOM TJIOT-
HOCTH U XUJIOMHUKPOHOB. B martorenese TUTICPIIUTIONIPOTCUHEMU A V Tuna jgexur )Ie(bI/IIII/IT JINIIO-
npoTenHIuMa3el, anonunonporenna Cll. B kadecTBe reHa-kanauata B popMupoOBaHUH CEMEWHOMN
TUNIEPXUJIOMUKPOHEMHMH TO3JHEr0 Hadaja paccMaTpuBaroT myTtanuto Q139X amonunonpoTenHa
AS. AnonunonpoTenH A5 ydacTBYeT B PEryJsiLlMM JHUIIOJIH3a ONOCPEIOBAaHHO Yepe3 M3MEHEHHe
AKTUBHOCTH JIMIIOIIPOTCHUHIINIIA3KI. B HEKOTOPLIX ClIydadaX UMECTCA CBA3b TMIICPIUITUACMHAUN C BJIU-
sHMEeM (paKTOpOB BHYTPEHHEH WJIM BHEIIHEH Cpellbl, KOTOPbIE IOPOI UI'PAIOT POJIb «IIYCKOBOTO»
MexaHn3Ma. B KInHM4YecKol KapTUHE THNEpIUIUAEMUN V THIIA OTMEYAlOT MOBTOPHBIE MPUCTYIIBI
INaHKpeaTuTa, renatoMerajius, CilJiCHOMETajaud, S5PYINTUBHBIC KCAHTOMBI, JIMITUIHAA I/IH(bI/IJIBTpaHI/IH
COCYIOB CETYATKH, YaCTO BCTPEYAIOTCS TUIIEPY PUKEMUS, HAPYIIEHHUE TOJIEPAHTHOCTH K yIII€BOAaM
U caXapHBIA auadeT. B ceMbsaxX ¢ THUNEpIUMUAEeMUACH V THIA PHCK aTepOCKJIepo3a, KaK MpaBuUIIo,
HE MOBBIIIEH. B cTaTbe onMchIBaeTCS pa3BUTHE THIIEPXUIOMHKPOHEMUYECKOTO CHHIpOMa y Malu-
€HTa MOJIOZOI0 BO3pacTa ¢ CEMEHHON TUIIEPIUIINIEMUEH.

KJHIOYEBBIE CJIOBA: runepiunuieMus; naToretes; KIMHUYeCKUN ciyyail.

HYPERLIPIDEMIA TYPE V
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ABSTRACT: Hyperlipidemia — primary impaired blood lipid composition, which are based on ge-
netically determined defects in lipid metabolism. At present, in view of improvement of diagnostics
recorded an increase in patients with hyperlipidaemia, including increasingly began to meet with
primary. The article discusses the pathogenesis, clinical picture of hyperlipidemia type V accord-
ing to the classification of Fredrickson D.S. Hyperlipoproteinemia type V is a rare disorder of fat
metabolism which has features of IV and I types of hyperlipidemia, the presence of which can be
assumed in a patient with elevated levels of very low density lipoproteins and chylomicrons. In the
pathogenesis of hyperlipoproteinemia type V is the deficiency of lipoprotein lipase, apolipoprotein
C. As candidate genes in the formation of the family of the late start hyperchylomicronemia con-
sider the Q139X mutation of apolipoprotein AS. Apolipoprotein AS is involved in the regulation of
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lipolysis indirectly through changes in the activity of lipoprotein lipase. In some cases there is a
correlation of hyperlipidemia with the influence of factors internal or external environment, which
sometimes play the role of «trigger» mechanism. The clinical picture of hyperlipidemia type V note
repeated attacks of pancreatitis, hepatomegaly, splenomegaly, eruptive xanthomas, lipid infiltration
of blood vessels of the retina, frequent hyperuricemia, disturbance of tolerance to carbohydrates and
diabetes. In families with hyperlipidemia type V the risk of atherosclerosis, as a rule, not increased.
The article describes the development hyperhemispherical syndrome in a patient of young age with

familial hyperlipidemia.

KEY WORDS: hyperlipidemia; pathogenesis; clinical case.

lunepmunuaemMun  mpeAcTaBIslOT  co0oi
TFeTEPOTCHHYIO TPYIIy 3a00JeBaHUMN, XapaKTepU-
3YIOIUMXCS IOBBILICHUEM IUIA3MEHHOIO YPOBHS
XOJICCTEPUHA W/WIH TPUDIHIICPUIIOB B PE3yabTare
HapylICHUS CHHTE3a, TPaHCIIOpPTa WM JIerpaja-
UMM JUnonporeunoB. HacneacTBenuslie runepiu-
MHUIEMUH — TEPBUYHO BO3HUKIINE HAPYIICHHS
JIUIIUIHOTO COCTaBa KPOBH, B OCHOBE KOTOPBIX Jie-
KaT TeHEeTHYeCKU OOyClOBIECHHBIE Ne(EKThl JIU-
nugHOTO OOMeHa. B Hacrosimee BpeMs B BHIY
YIAYUIICHUS] JUATHOCTUKU PErHUCTPUPYETCS POCT
0OJIbHBIX C THUICPIUIUIACMHUSIMHU, CPEAU KOTOPBIX
BCE Yallle CTAJIU BCTpeuaThCs nepBuuHsbie |1, 2, 4].

Cornacno knaccudukanuu Fredrickson D.S.
(1965) BBIZENAIOT TATH THIIOB THIICPIIHITH]IC-
muit [7].

I'mnepnaumonporennemuss V Tuma (THIEPXHUIIO-
MUKpPOHEMHSI TIO3IHET0 Hayalla) — 3TO PEIKO
BCTpEUAIOIIEeeCs] HapyIICHUEe JHIMUIHOTO OOMEHa,
nMemotee ueptsl IV u 1 TunoB runepaunuaemui,
HaJU4He KOTOPBIX MOXKHO IPEINOIOKUTh Y TaIu-
€HTAa C MOBBIIICHHBIM [IJIA3MEHHBIM YPOBHEM JIUIIO-
MPOTCUHOB OYEHb HU3KOM IUIOTHOCTH U XUJIOMHU-
kpoHoB. CemeiiHas runepiaunuaeMus V THma —
TSDKeTask THIEePTPUTIIALIEPHIEMUS], 00yCIIOBICHHAS
TIOBBIIICHUEM KOHIICHTPAIIMH XUIOMHUKPOHOB U JIU-
[ONPOTEUHOB OYEHb HU3KOW IUIOTHOCTH, CBSI3aH-
HOW ¢ Ne(UIIUTOM JIMITOTPOTEHHIIUIIA3E] WIK aro-
sunornporenna CII [2, 6, 8].

Jlumonporennnumnasa — (GpepMeHT, paclieTIsto-
IUH TPUTIHUIIEPUIBI CAMBIX KPYIHBIX IO pa3Mepy
n OoraTblX JHIUAJAMH JHIIONPOTEUHOB IIIa3Mbl
KpPOBU, — XWJIOMHKPOHOB U JIMTIOMPOTCHHOB OYCHB
HM3KOM mioTHOCTU. K HactosiieMy BpeMeHU HU3Y-
YeHBl TPU HaWOOJIee pacIpOCTpaHEHHBIC MYTAIlUU
reHa KOJUPYIOMIETO JUONPOTCHHIIUIIA3Y U acco-
LUUPOBAaHHbIE ¢ TUnepaunuaeMusimMu [1, 3, 9].

Amnonunonporena CII BXOZUT B cOCTaB XH-
JIOMUKPOHOB M SIBJISIETCSI aKTUBATOPOM JIMIIO-
MPOTEUHJINMA3bl, TAKUM 00pa30M y4acTBYS B Ka-
Tabonu3Me JUNUIOB. [eHeTmdeckwit neduuT
anonunonporenna CII sBnsercs peakum Haciea-
CTBEHHBIM 3a0oyieBaHueM [3, 5, 12].

Hexotopsle mccnenoBarenan CBI3bIBAIOT Aehu-
LUUT JUNONPOTEUHINNA3bl U anonunonporend CII

MPEUMYIIECTBEHHO € Tunepiaunuaemueil [ tumna.
B kauyecTBe reHa-xkanauaara B OpMHPOBAHUU Ce-
MEUHOM THIIEpXUIOMHUKPOHEMHUHN IO3HETO Haya-
Jla, OHU paccmarpuBaroT mytanuo Q139X anomnu-
nomnporenHa AS5. Dra myrauusi Obula BBISBICHA
B CEMBAX C TMIEPXWIOMHUKPOHEMHEH, THIIEPTPUT-
JULEpUIEeMHEN, a TakKe y MalMeHTOB CO 3HAYM-
TeJIHHBIM yXYAIIEHHEM KaTaboin3Ma JUIONPOTEn-
JI0OB OYeHb HU3KOH IuIoTHOCTH. MccnenoBarenn
[0JIaraloT, YTO AaroJMIONPOTenH A5 ydacTByeT
B PETYISILNN JINIIOIN3A, TIOCKOJIBKY Y 00CiIeI0BaH-
HBIX TMAalUEHTOB OBLIO BBISBICHO CHIKCHHE aK-
TUBHOCTH JIMIIONPOTEHHIINIA3BI, a He ee nedu-
uurt [10].

ITo nunuaHOMYy criekTpy V TUIl TMIEPJIUIIHIC-
MHH MOXO0K Ha I THH, JUIsl KOTOPOTO TaKXe Xapak-
TEpHO HAJMYME XWMJIE3HOW CBIBOPOTKH, 3a CUET
COYETAaHHOW THUNEPXWIOMHUKPOHEMHH W THIIEp-
TpurnunepuaeMun. OqHako, B OTIAMYHME OT TUIEp-
qunuaeMuu I tumna, BcTpevarouencs y aerei, ru-
nepaunuaemMus V Timna HabmonaeTcs y Jui 0osee
CTapIIMX BO3PACTHBIX TPyMII [6].

JU1sl KIMHUYECKON KapTUHBI TUIEPIUIUIECMUN
V Tuna xapakTepHbl TOBTOPHBIE PUCTYIBI aHK-
peaTuTa, TelaroMeraius, CIUICHOMETalHs, dpyIl-
TUBHBIC KCAHTOMBI, JINTUAHAS UHPUIBTPALUS CO-
CY/IOB CETYaTKH, YacTO BCTPEYAIOTCS TUIIEPYpH-
KEMHsI, HapyLIEHUE TOJIEPAHTHOCTH K YITIEBOJIAM
u caxapHblii jauaber. [laHkpearuT pa3BUBaeTcCs
BCIIEACTBUE THAPOIN3a TPUIIULEPUIOB IMOJ IEH-
CTBUEM JIMIA3HI [TOJKEJTYJOUHOM JKEJIe3bI U BHICBO-
00X /IeHNnsT CBOOOMHBIX KHUPHBIX KHUCIJIOT, BBI3bIBA-
IOIUX MECTHOE MOBPEXKIEHUE Kene3bl. B HekoTo-
pBIX cIydasx TIIOBTOPHBIE TIPUCTYNIBl MOTYT
MPUBOJIUTE K Pa3BUTHIO XPOHUYECKOW IMAHKpeaTH-
YECKOU HEeIOCTaTOuHOCTH [2, 6, 11].

B HEKOTOpPBIX cilydasgx MMEETCS CBSI3b TMIIEp-
JUNHIEMUN C BIUSHUEM (DaKTOpOB BHYTpPEHHEH
(npyrue 3aboseBaHUs) WM BHEIIHEH cpersl (Xa-
pakTep MUTaHusl, yCJIOBHUS ObITa, MpodeccrnoHab-
HOH JEATENbHOCTH), KOTOPBIE TOPOH UTPAIOT POJIHh
«IIyCKOBOTO» Me€XaHW3Ma. ['mneprpuriunepuie-
MHUf y TMALUEHTOB ¢ TUNepnaunuaeMueid V Tuna
YCHJIMBAETCS MPU OKUPEHUHU U TOTPEOICHUH aj-
korois [8]. YpoBeHb TPUITIMLEPUIOB MOXKET JO-

MEQWLWUHA: TEOPUA W NMPAKTHKA

TOM2 Ne2 2017



OPUTMHAJILHBIE CTATbU

11

cruratb 11,2-22,5 MMoJjib/1 1 U3MEHATHCS B IIH-
POKHUX TIpejienax Moj BIUSHUEM aJIKOTOoJIs, TUETHI,
[pUEMa TIIIOKOKOPTUKOUJOB, 3CTPOICHOB, a TAKKE
IIPU COIYTCTBYIOIIHUX 3a00JIeBaHUSAX (OKUPCHUU,
caxapHom amabere) [11].

B cembsx ¢ runepnunuaemueit V TUma puUCK
aTepockKiiepo3a, KakK TPaBWJIO, HE MOBBIIIEH.
Y pOACTBEHHHKOB OONBHBIX CEMEWHOU THIIepIH-
nujaemMuei V Tuna Jaie BhISIBISeTCS] PeHOTHII JIK-
roripotenoB 1V, pexxe — (EHOTHUIT JIUTTOTIPOTEH-
noB V tuma [4].

KIMHWYECKOE HAB/THOOEHUE

bonpnoit I'., 29 net, rocnuTanu3upoBaH B KJIH-
HHUKY C *ajgo0aMHu Ha CHIDKCHHE MEPEHOCUMOCTH
(m3mdeckoit Harpy3km u3-3a oOmiel cmabocTw,
AMU30/IBI KOJTUKOOOpa3HBIX OOJICH B KUBOTE, pac-
CTPOMCTBO CTyJia TOCJIe MpUuemMa MACHOW MHIIH,
a TaKXe TOBBIINICHUE apPTEPHAIBLHOTO IaBICHUS
10 160 u 100 MM pT. cT.

Anamue3 0Oone3nu. Cunraer ceOs OOJbHBIM
B TCUCHHE MOCJIEAHHX 6 MECSIEeB, KOrna MOsSBH-
JUCh W TIOCTENEHHO HApOCIH XajoObsl Ha Oomn
B JKMBOTE, HEYCTOMYMBBIA CTYJ, CHUKCHHE TIepe-
HOCHUMOCTH (U3MYECKUX HArpy30K, a TaKKe I10-
BBIIIICHHUE apTepuanbHOTO naBieHus. K Bpauam
He oOpaliacs, Kakux-11u00 JIEKapCTBEHHBIX Ipe-
maparoB He npuHUMal. C o4epenHbIM 3MHU3070M
0oJieii B JKMBOTE W TOBBIIICHUS apTEPHAIBHOTO
JaBJICHUS OBLI TOCITUTATN3NPOBAH B KIMHUKY.

AnamHe3 xu3HU. CTpaaeT XpOHUYECKUM TOH-
3WUIATOM ¢ obocTpenmsimu 1-2 paza B roa. Jpy-
rUe XpOHUYeCcKre 3a00IeBaHus OTPUIIACT. DIHIe-
MHUOJIOTHUECKUN aHaMHe3 03 0COOCHHOCTEH.
Bpennpie npuBbukn otpunaet. [Ipodeccrnonans-
HbIC BpPEIHOCTU oTpuliaet. Paboraer cBsIIEHHOC-
JTY)KUTEIIEM.

Hacnencreennsiii anamues. Oten ctpajgan ca-
XapHbIM quabeToMm 2 Tuma, ymep B Bo3pacte 49 ner
(puvmHa He U3BECTHA). Y MaTepH U POIHOM cTap-
el cecTpbl UMEIOTCS HAPYIICHHS JIUTUHOTO 00-
MeHa (TUIIEePTPUTIUIIEPUIEMHS, THIIEPXOIECTEPH-
HEMUS, TUNo-anbda-IumnonporenHemMusi, kodpu-
[IEHT aTePOTEHHOCTH, COOTBETCTBEHHO, 9.1 1 6.7)
W caxapHbIi nuabeT 2 Tumna TpeOyromui HHCYIIH-
HOTepanuu. Y nouepu marueHTa ¢ 1 roga quarHo-
CTHPOBAH caxapHbIH quadet 1 Tuma.

OO0ObekTuBHBIC HaHHbIe. COCTOSIHHE YIOBIIETBO-
putenbHoe. Co3Hanue sicHoe. KoXXHBIE MOKPOBEI
0oOBIYHBIX XapakTepucTuk. OtexoB HetT. [lymbca-
IIUsl COCYOB CTOIl oTueTiuBas. [lepudepuueckue
muMmoy3nel He yBenndeHbl. [lynbe 85 B MHUHYTY,
PUTMUYHBIA, CUMMETPUYHBIN, YIOBICTBOPUTEIb-
HOTO HAIIOJIHEHHWS, HE HamlpsokeH. ApTepHaibHOE
nasienne — 140/80mm pt. cT. ['panuisr cepana

He pacmupeHbl. ToHBI cep/lla HOpMaIbHOU 3BYY-
Hoctu. [llymoB Het. I'pyaHas kieTka npaBUiIbHOU
¢opmbl. [lepkyTOpHBIH 3BYK SICHBIM JIETOYHBIH.
JpIxanne BE3WKYyIIpHOE, XpHUMOB HeT. YacTtora
JbIXaTeIbHbIX JBIXKEHUI 16 B MuHyTy. S3bIK
BIIQKHEIN, YUCTEIN. JKHUBOT MsITKHi, 6€300/1€3HEH-
He1i. [ledens BwICTymaeT M3-ToI Kpas pebdepHoit
nyra Ha 1,5 cm, Kpalh pOBHBIH, 3JIaCTUYHBIH, 0e3-
6one3nennsblil. [loukn He manenupyrorcs. [lokomna-
YUBAHUE MO TOSCHUYHOW 00JacTu 0e300Je3HeH-
Hoe. /lnype3 OObIUHBIN.

{TABOPATOPHbBIE NCCGIIENOBAHUA

KimHnyeckuit aHanu3 KpOBU: 3PUTPOLUTH —
5,14 - 10"%/n, remornmodbun — 139 r/m, remaro-
kput — 42,0%, neiikouuthl — 6.96 - 10°/11, Heit-
tpoduisl — 40,7%, nmumdponurer — 47,7%, mo-
Horutel — 7,9%, »203uHOGmMIEl — 2.48%,
6azoduasr — 1,26%, TpomboruTel — 221 - 10%/71,
COD — 23 mm/u.

buoxuMuyecknii aHanmW3 KpPOBHU: TIIIOKO3a —
6.69 mMoas/a, AJIT — 17 U/L, ACT — 17 U/L,
K®K — 148 U/L, obmruii 6emox — 77 1/11, KpeaTu-
HUH — 77 MkMoub/n, Onnupyoun-15,7 mMonb/i,
Kanmii-3,8 MMos/n, Hatpuii-139 MMoos/m.

JlunugorpamMa: xonectepu — 4.79 mMonb/n,
TPUNIALIEPHIBI 8,54 MMons/n, JHIBIT —
0,60 MMouts/a, JITHIT — 1,29 mMoas/n, JIOHIT —
3,88 MMouib/i1, K03(p(PUIIMEHT aTEePOreHHOCTH —
8,70.

[Ipu oTcTramBaHWU MPOOUMPKH C IICIBHOH KPO-
BbIO BBISIBJICHA XMJIC3HAsI CHIBOPOTKA ¢ 00pa3oBa-
HUEM CIUBKOOOpa3Horo cios (puc. 1).

Puc. 1. Xunesnas ceiBoporka. ClnBKOOOpa3HBIi CIION JTHTIH-
JIOB yKa3aH CTPEIKaMt
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Koarymnorpamma: mpoTpoMOWHOBBIN HHACKC —
122,8%, MHO — 0,89. TTI' — 1,53 mMxME/mu,
T3-3,45 nr/mn, T4-1,06 wvr/mn. HBsAg, HCV,

®-50, RW — otpunarenbisie. AHanu3 Kaia
Ha CKpBITYIO KpoBb (peakmusi [perepcena) —
OTpHUIIATEIIbHAS.

Konporpamma: nerput 2*, nepeBapeHHas KieT-
yaTKa 2+, )UpP paclleIUICHHbIA JIErKOMmIaBKui 37,
JKUP pacUIeIUIeHHBIN TYTOMJIaBKUH 2°, MbIIIeYHbIE
BOJIOKHA W3MeHeHHbIe 17, iomodunbHas diopa 2°.

NHCTPYMEHTA/IbHbIE NCCIIENOBAHUA

Onekrpokapauorpagpusi. P — 100 mc, PQ —
140 mc, QRS — 70 mc. CunycoBblil put™ 75 B
MUHYTY. [OpH30HTaIbHOE MOJIOKEHUE IEKTpHUYe-
CKOH ocu cepana. MecTHasi BHYTPHIKEIyJOUKOBas
Ookaza.

Oxokapauorpadus. aopra — 30mm, JIII —
38mm, JDK KJIP — 53mMm, KCP — 38wmwm,
MXIT — 9mMm, 3C — 9vmm, MMJDDK — 193 1,
VUMM — 93 r/m?, ®B (Simpson) — 64%, Ve —
0,8M/cex, Va — 0,7m/cex, Ve/Va — 1,1, IDK —
25mMm, IIT — 34x48 MM, jeroynass aprepus —
19mm. [laBnenue B JIA — 26 MM pt. cT. HikHss
mojas BeHa — 18 MM, cnageHnue Ha BIoxe >50%.
MuTtpanbHblii KnamaH: peryprutauus 0-1 creme-
HU. AopTanbpHBIN KianaH: perypruramnus 0 creme-
HU; V max — 1,3 M/cex. TpuxkycnunanbHbIi Kita-
nan: peryprutauust 0—1 crenenun, dPtr — 21mm pr.
ct. IlynpMoHaneHbIi KnanaH: peryprutauus 0—1
crenenn; V max — 0,9 m/cexk.

SAK/TIOYEHNE

JleBplil xenygouek He yBenudeH. Mmuokapn
He yronmieH. JlomomHuTe pHas XOp/Aa B MOJIOCTH
JIEBOTO Kenynodka. JIOKanbHBIX 30H HapylIEeHUs
COKpPaTHMOCTH JIEBOTO JKEIyJl04Ka He OoOHapyKe-
HO. [mo0anbpHast COKpaTUMOCTD JIEBOTO JKEITyJ0UKa
B HopMe. Jlmactonuueckas QyHKUIUS HE Hapylle-
Ha. JleBoe mpezncepaue He pacimupeHo. AopTa
0e3 ocobeHHOCTeH. AOPTalbHBIN KiIallaH COCTOUT
uX 3-X MONYyNyHHH O€3 OrpaHHuYeHHs] PACKPBITHS.
Hapymenuii kpoBoTtoka He BbIsIBIEHO. CTBOpPKHU
MHUTpaJIBHOTO KJanaHa He n3MeHeHsl. [IpaBbie ka-
Mepbl He pacupensl. CTBOJ JIETOYHOHN apTepuu
He pacimupeH. [lynbMOHaNBHBIN U TPUKYCIUAATb-
HBII KIarmanel 0e3 ocodeHHocTel. CucToarnueckoe
JlaBJICHUE B JISTOYHON apTepuu He noBbIIeHo. [le-
pukapn 6e3 ocoOeHHOCTEH.

Omrooporpadus. [laromorndeckux U3MEHEHUH
HE BBISABIIEHO.

dubporactpoayonenockonus. [Ipu BBeneHUU
anrapara HaJrOpTaHHUK He J1edOpMHpPOBaH. AKT
IJI0TaHus He HapyuieH. [lumeson cBoOOIHO Mpo-

XOOUM, CIH3HCTas 000J0YKa TEMHO-PO30Bas,
CTEHKH DJIACTUYHBIC. Z-THHUS deTkas. Kapnuans-
HBIM KOM CMBIKaeTCs He TI0THO. JKenymnok o0biu-
HOHM (OPMBI, CONEPKUT MEHUCTYIO CIIN3b B yMe-
peHHOM KonuuecTBe. TOHYC U MepUCTANBTUKA aK-
TuBHBIE. CKIAAKH TPH WHCY(ISAIUN BO3TYyXOM
XOPOILO pachpaBisoTCs, AacTuunble. Ciu3ucras
JKeTyAKa TUIIepEeMHUpOBaHa, peixias. [IpuBpaTHuk
OKpYyTJIOoH (hOPMBI, CMBIKAaeTCs He IOTHO. JIyKo-
BHIIA JIBEHAIIATUIICPCTHON KUILKK OOBIYHOU (hOp-
MBI, CIIM3UCTas TUTIEpeMUpOBaHa, peixias. B mo-
CTOYTHOAPHOM OTEIIe CIU3UCTAas TUIIEPEMHUPOBa-
Ha, pbIxjasg. BoyplIoON IyoneHanbHBIA COCOUYEK
0e3 BUAMMOM marosioruu. 3akimrouenue. Henocra-
TOYHOCTb Kapauu. IIOBEpXHOCTHBIN TIacTpomyo-
JCHUT.

Y3U OpromHON MONOCTH W Movek: [emartoMe-
ramusa. JuddysHoe ymioTHeHHe W HW3MEHCHHE
TKaHU MEUEHH U MOKEIyIouHOU skene3bl. Koc-
BEHHBIC MPU3HAKU JUCKIHE3UH KEITUCBBIBOSIIITHNX
MyTEeH.

Junamuueckass ~ aHruoHepocCHUHTHTpAUSI.
CexperopHass W 3BaKyaTopHas (QYHKITUS TTOYCK
YMEPEHHO CHUKEHA.

TakuMm ob6pa3oM, y HAIIETO MAIHEHTA, C OTs-
TONICHHBIM HAaCJIEJACTBEHHBIM aHaMHE30M (Ha-
pyLIEHUE JIMITUIHOIO U YIJIEBOAHOIO OOMEHA),
OBLIIM BBISIBICHBI NMPHU3HAKU THIEPXUIOMHUKPO-
HEMHUUYECKOT0 CHUHJpOMa: KIMHUYECKHUE U J1a00-
pPaTOPHO-MHCTPYMEHTAJIbHbIE TPU3HAKH IaHK-
peartuTa, remaToMeranus, Xuie3Has ChIBOPOTKa
¢ oOpa3oBaHUEM CJIHMBKOOOpPA3HOTO CJIOS, TH-
MePTPUTIUIEPUIEMHUs] U TIOBBIIIIEHHE YPOBHS
JUIMONPOTEUIOB OYEHbh HHU3KOM TMJIOTHOCTH,
a Tak)ke HapylIeHHWe TOJEPAHTHOCTH K YTIEBO-
naMm. BrisiBieHHBIE HapyILIEHUS MO3BOJHUIH TO-
BOPHUTH O HAJIMYWUU y MAllUECHTA THICPIHUITHIIC-
Muu V THUna.

[TammmenTy pexoMeHI0BaHA AWETa C OTPaHHYE-
HHEM JIETKOYCBOSEMBIX YTIEBOAOB 1 )KUPOB, a TaK-
JKe MPUEM TMPernapaToB U3 TPYMIbl GUOPATOB U HE-
OoipImas  m03a  AQHTAarOHUCTOB  PEIENTOPOB
anruorensuna Il.
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