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BBEJAEHUE

I'ematomeranus sBisieTcs OIHUM M3 CaMbIX YaCTbIX CUMIITOMOB Yy IlETCFI. I/I3BCCTHO, 4TOo
IpH JTI000M MH(PEKIMOHHOM U HEHMH(PEKIMOHHOM 3a00JICBAHMH MOXKET OTMEUAThCs YBEIHYe-
HHE TIeYeHH, 0COOCHHO MPU HANNYUH TOKCHK03a. CIIeKTp 3a00/IeBaHii, KOTOPbIE MOTYT CTaTh
NPUYUHON TeraTOMETaliy, HEYKIOHHO PACIIUPSETCs, OXHOBPEMEHHO MOSBISIOTCS HOBBIE
BO3MOKHOCTH B Teparvy paHee MaIOW3yYCHHBIX BPOXKICHHBIX U MPHOOPETEHHBIX HapyIIe-
HUIT MeTaboIr3Ma, COPOBOXKAAIOIIIXCS YBETMUCHUEM ITedeHH. [ eraToMeranus CormpoBoXK/Ia-
€T CeICHC, SIBJSIETCS OJHUM W3 PaHHHX KIHHUYECKHX MPU3HAKOB JIEHKO3a, BBIABISETCS MPU
CHCTEMHBIX 3a00JI€BaHUSAX COCTMHUTENHHOIN TKaHHW, TIoMepyloHedpHure ¢ HePPOTHIECKHM
CHHPOMOM, HOBOOOPa30BaHUSX MMEUYCHH, OONE3HIX HAKOIICHHS, Pa3BUTHH HEJOCTATOYHOCTH
KpPOBOOOpaIleHHS.

VBenudeHne pa3MepoB MEUCHH MOXKET ObITh PEe3yJIbTaTOM HAPYLICHUsI e¢ (YHKIHH MPH
OTpaBJICHUAX, IEPEJO3UPOBKE MEIUKAMEHTOB, IIOYEIHON HenmocTarouHocTH. Hepenko (HO He
BCEr/Ia) rernaroMerajiy COMyTCTBYIOT YBEMUCHUE )KUBOTA, JKEITYXa, Pa3BUTHE reMopparuye-
CKOTO CHHIpPOMA, OTCTaBaHHE B (PM3MIECKOM M TICHXOMOTOPHOM Pa3BHTHH. JIJIsI HOCTaHOBKU
MPaBHIBHOTO JUATHO3a MOTYT MOTPEOOBATHCS CIOKHBIN U JUTUTEIBHBIN MOUCK, BKITIOYAIOIIHI
M3y4YeHHe CEMEHHOTo aHaMHe3a, MPOBEICHNE T'€HETHYECKOT0 OOCIEIOBAHUs, COBPEMEHHBIE
N1ab0paTOpHbIC U HHCTPYMEHTAIbHBIC METO/IBI HCCIICIOBAHU. B CBSI3H ¢ pa3BUTHEM MacCOBOTO
TypH3Ma, MATpaliell HaceJIeHusI CTaJ0 BOZMOXKHBIM MOSBJICHUE CPeH AeTeil HH(EKIIMOHHBIX
Y Mapa3uTapHbIX 3a00JICBaHHI, KOTOPBIC MPEK/IE HE BCTPEUATIHNCh Ha TeppuTOpuH Poccuiickoit
®deneparyu (pEIKUX BAPUAHTOB MMapa3UTAPHBIX 0OJIE3HEH, MASIPUH), HO B KIIMHHYECKOM Kap-
THUHE UMEIOT CHH/IPOM TeIaTOMETalIUH.

B 1955 rony yBuaeno cBet nepBoe u3naHue GyHaaMeHTaIbHON MOHOTpadUH BbIIAIOIIIC-
rocs anmmiickoro renarosora Ileisl [lepiok «3a0oeBaHus MEUYCHN U SKETYEBBHIBOISIINX
myTeii». Kacasich criopHbIX BOIPOCOB AMAarHOCTHKH M JiedeHHUs 3a0oneBanuii nedenu, [leiina
[lepnok moauepKUBaIa, 4YTO HEBAXKHO, y KOro HabmiogaeTcs OONbHOM, BaKHO, YTOOBI Mpe-
XKJIe BCEro 3TO ObLI XOPOIIMH Bpay, CIIOCOOHBII pa3paboraTh miaH 00CiIeI0BaHUS U TIOMOYb
6onmpHOMY. Bpad-niequarp gomkeH padoTarh B TOCTOSHHOM KOHTAKTe ¢ HH(PEKIIMOHHUCTOM, XH-
PYpProM, CrenHualucTOM JIy4eBOH NUAarHOCTHKH, KITMHUYECKUM (apMaKoJIOroM, MOCKOIbKY OT
OBICTPOTHI TIOCTAHOBKH JTHArHO3a 3aBUCAT JICUCHHE, IPOTHO3 [UIS 30POBbSI U KHU3HU PeOCHKA.
‘YMeHue Bpada-Tneanarpa MpoBeCTH NPaBWIBHBIN AudepeHnanbHbIil AUardo3 CHIDKaeT Be-
POSITHOCTH Pa3BHTHSI OCTPOIl U XPOHHYIECKOH IMeUCHOYHOW HEJIOCTATOYHOCTH, MO3BOJISIET CBO-
€BPEMEHHO ONpPEIEINTh TAKTUKY BeJCHUS peOeHKa.

6 TTnddepennyanpHas [UarHoCTUKA TelaTOMEraii y AeTeit

B nocoOuu npuBeieHbl KITMHUYECKHUE IPUMeEpPbI 3a0071€BaHUH, COIPOBOXKAABIINXCS Iela-
TOMerajnueil, y AeTeil pa3IMyHbIX BO3pacTHBIX rpynn u3 Poccuiickoit @enepanuy 1 611KHETO
3apy0exbs, HAXOAUBILUXCS Ha 00C/IEA0BaHUU U JIeUeHUU B JIeTCKOI ropoACKoil KIMHUYECKOM
6onpuune uMm. 3.A. banseBoii (MockBa) B TeueHHe HeCKONbKUX JieT. K coxalieHuto, aHau3
MIOKa3bIBAET, YTO B PAIE CIydaeB MMea MECTO HEJOOICHKa aHaMHe3a, COCTOSHHS peOeHKa,
pe3yIbTaToB 0cMOTpa U obcnenosanusd. Haneemcs, 4ro Halle IocoOue IOMOXKET Bpauy-Ieaua-
TPy BBIOpaTh HanOoIee IPHEMIEMbIH ITyTh AUATHOCTHKU 3a00I€BaHIUH, B CTPYKTYPY KOTOPBIX
BXOJMT CUHJPOM IelaTOMEraItu.

VI.H. 3axaposa, M.JL. ITsixos, A.H. TopsitnoBa, 3.B. Kanoesa, E.A. ®unumnmoa 7



TOIHOT'PA®USA TIEYEHHU

B cootBerctBuu ¢ MexayHapoaHoi kinaccudukanuein 6onesneit (MKB-10) tepmun
renaromerajusi umeet mudp R16.0

Ieuenn (hepar, liver) — camblii 60ONBIIONH BHYTpEHHHI OpraH YejaoBeka. Macca rnedeHu
Yy HOBOPOXIEHHBIX cocTasisieT 1/18 ot maccrl tena (4,3%) u 1/50 (2,3-3%) y mereii crapuie
12 net u B3pocnbix. [lepBoHavanpHas Macca eYeHN IPU POXKACHUN yaBauBaeTcs K 8-10 me-
csllaM KHM3HU U yTpauBaercs K 2-3 rogam. Hanbonee MHTEHCUBHBIN POCT MEYEHU OTMEYACTCS
y nereit 14-15 5er, K OKOHYaHWIO IMOIPOCTKOBOTO IEPHOAA Macca IE€YEHH COCTaBISET
1300-1400 r. OTIMYHUTENBHBIMU OCOOCHHOCTSIMH CTPOCHUS MIEYEHH y JAETEi paHHEero Bo3pacra
(0coOeHHO MEepBOro rojia KHU3HM) SIBISIOTCS OOMIIBHAS BAaCKYJISpU3alHs, c1ad0e pa3BUTHE CO-
€IMHUTEJIBHOM TKaHU, HeocTaroyHas AuddepeHpoBKa napeHXUMbl, MaJleHbKUE (110 CpaB-
HEHHIO C IETHhMHU CTApPILETO BO3PACTa) pa3Mephl I'eNaToOLUTOB U HAJIMYKE JIBYSAEPHBIX KIETOK.
JlonpuarocTh MEeYeHU 3aMeTHA TOJIBKO B Bo3pacTe 12 MecseB, U JIUIIb K § Toy )KU3HU peOeH-
Ka TIe4eHb NMEET CTPOCHHE, AaHAIIOTUYHOE CTPOCHHUIO TIEYEHU B3POCIIOTO YeI0BeKa.

IeyeHp pacronokeHa HEMOCPEICTBEHHO MO Aua(parMoii, B MpaBoM BEpXHEM OTIeEIe
OpIOIIHOM MOJIOCTH M BJIEBO OT CpenuHHOM nuHuM (puc. 1). BepxHss rpanuna npasoit gonm
TIeYeHH MIPU MaKCHMaJIbHOM BJJOXE pacroiaraetcs Ha ypoBHe [V MexpebepHOro mpomMexyTka
TI0 TIPaBOH CPETHEKITIOUNIHON JIMHUH.

T

v
|

R

Puc. 1. HopmanbHbie pa3mepsl neuenn  l'enaromeranus

8 TTnddepennyanpHas [UarHoCTUKA TelaTOMEraii y AeTeit

BepxHsis Touka JIEBOI A0IM IEUEHH JOCTUraeT V MeXpeOepHOro IpoMexyTKa 110 JIeBOi
napacTepHaIbHOU JTMHUY. BepxHuil kpail meueHu NUMeeT HeCKOJILKO KOCO€e HallpaBJIeHue, IIpo-
xozsuiee o auHuK ot IV mpaBoro pedpa o xpsma V sesoro pedpa. IlepenneHmxHuil kpait
CIpaBa IO MOIMBIIICYHON JIMHUM HAaXOAMUTCS HA ypoBHE X MexpeOepHoro npomexyrtka. Ero
MIPOEKIMSI COBITAAALT C KpaeM peOepHOM TyTH 110 IPABOH CPEANHHOKITIOUMYHOM THHUH. B 3T0M
obnacTy epeHNi Kpaid eYeHH OTXOAUT OT peOepHOM YT U TAHETCS KOCO BIEBO H KBEPXY,
10 CpeIHEeH JIMHUK OH MPOELUPYETCs Ha CepelMHy PACCTOSHUSA MEXIy IIyIKOM M OCHOBaHH-
€M MEYEBHIHOTO OTpOCTKa. Jlanee mepeaHuii Kpail mevueHu MmepeKkpeinBacT JIEBYI peOepHyo
nyry u Ha ypoBHe VI pebepHoro xpsiiiia o JeBoi napacTepHaIbHOM JIMHUH MIEPEXOUT B BEPX-
HUH Kpail. AHATOMUYECKY B TICUEHH BBIIEISIOT ABE TOJU — IPABYIO U JIEBYIO.

[lennarpamu u TepaneBTaMu AJIs ONPEAETICHUS Pa3MEPOB MEYEHN MOXKET HUCIIO0JIb30BaTh-
cs1 metonuka nepkyccun nedenu no M.I. Kyprnosy [2]. [Anst onpenenenust BepxHei rpaHULBI
a0COMIOTHOM TYIIOCTH TIEYEHH IPUMEHSETCS «TUXash» HEPKYCCUsl, KOTOPAast TPOBOIUTCS CBEPXY
BHU3. [lepkyTopHas rpaHuLia OTMeYaeTcst [0 BEpXHEMY Kpalo Hajblia-mieccuMeTpa. BHauane
OINIPEACIIACTCA BEPXHAA I'paHULIa IICYCHU 10 npaBoﬁ Cpe}lHCKH}O‘{I/I‘{HOﬁ JIMHUH.

Jns onpenenenys BepxXHeH IpaHuUllbl aOCOMIOTHONM TyNOCTH MEYEHU 0 CPEAUHHON JIU-
HUH POBOIUTCS NEPIEHUKYJISP OT BEPXHEW IpaHUIIbI [TEUEHH 110 NPAaBOi CPEAHEKIIOUMYHON
JIMHUU K CPEIUHHOM JIMHUH KUBOTA.

Jn1st BBIABIICHUS! HIDKHEH MpaHHIIbI IEY€HH MPOBOJUTCS aHAJIOTHYHOE BBICTYKHBAaHHE I10
MpaBoil CPEAHEKIIOYMYHON JIMHUU, CPEMHHON JIMHUU J)KUBOTA CHU3Y BBEPX METOIOM THUXOU
nepkyccuu. llepkyTopHas rpaHuiia oTMeHaeTcs o HIKHEMY Kparo naiblia-ruieccumerpa. [lo-
CJI€ 3TOTO MOJKHO OIIPEETUTh Pa3Mepbl IIEUCHH:

e pPacCTOSHUE OT BEpXHEW 0 HIDKHEW TpaHUI] IEYeHU TI0 CPETHEKITIOUNTHON JTNHUH,

e pPAacCTOSHUE OT YCIOBHOM BepXHEH /10 HMYKHEW TPAHUIIBI [TIEYE€HH 110 CPEINHHON JINHUN

JKUBOTA,
e pPAcCTOSHUE OT YCJIOBHOW BEpXHEW TIpaHMLbI NEYEHH MO CPEAWHHOW JIMHUU KUBOTA
JI0 HI)KHEH TpaHuLBI 10 JIEBOMY peOepHOMY Kparo.

Pa3mepsl neuenn ymensinatorces B npegenax 0,5-1 cM npu HU3KOM pOCTE U yBEJINYMBa-
1oTcs B mpeznenax 0,5—1cM. npu BEICOKOM pocTe.

Bennuuna abcoMOTHOM NEYeHOYHOH TYIOCTH 3aBUCHT OT Bo3pacTa pedeHka (Tabu.1).

Taoauna 1
Pa3meps! neuenu mo M.I. KypioBy B 3aBucuMocTH oT Bo3pacra (B cM)
Bo3spacr nereit
JluHuM u3mepeHus
1-3 rona 4-7 aer 8-12 ser crapine
12 aer
ITpaBas cpeqHeKIIOUNYHAS 5 6 8 10
CpenuHHas 4 5 7 9
JleBas xocas 3 4 6 8
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VY 1M1 ¢ THIEPCTEHUYECKUM TUIIOM TEJIOCIOKEHHS ITeUYeHb MOXKET 3aHUMATh JIEBYIO T10-
JIOBHHY OpPIOIIHOHN IMOJIOCTH MPU BBICOKOPACIIOJIOKEHHOM M HENaJbIIMPyEeMOM HIXKHEM Kpae.
VY M1 ¢ TUIIOCTEHUYECKUM THUIIOM TEJIOCIOKEHHS U OYeHb OCTPHIM IOATPYIUHHBIM YIJIOM
MIEYeHb MOXKET 3aHMMAaTh [IPaBYIO MOJIOBUHY OPIOIIHOMN IOJIOCTH, a €€ Kpail MOXKET MaJIbIUpO-
BaThCsI HIDKE Kpas peOepHOH JyTH, TIpaBee CepeArHbI MPSIMOM MBIIIIIBI )KHBOTA. TakuM 00pa-
30M, NAJIBIIUPYEMbIH Kpail TeueHH He BCera yKa3bIBaeT Ha HAJIMUKE reraToMEralluy.

VY 310pOBBIX /€Tl paHHEro Bo3pacTa O pa3Mepax IEYEeHH CyAAT 10 BepXHEH rpaHule,
YCTaHOBJICHHOW MEPKYTOPHO, U M0 HWKHEH, OTpesesseMol MpH NEepKyCCUH WM MablIaliy

(Tabmn. 2).

Tabnuma 2

Cpennuii BepTHKaJIbHBII pa3Mep nedyeHu y aerei

(1. Hepmoxk, dx. dynun, 1999)

Bo3pact pedenka Pa3mep neuenn (cm)
TP POXKACHUU 5,6-5,9
2 mecsna 5
1 roxg 6
2 rona 6,5
3 rona 7
4 roga 7,5
5 ner 8
12 ner 9

[Ipu BBISBIIEHHH TeNaTOMErajiK IOCPEACTBOM HNAJIbIALUU CIIEAYET YAOCTOBEPUTHCS B
TOM, YTO MAJBIHUPYETCS] UMEHHO MEYEHB, a He KaKoe-In0o0 Apyroe 00pa3oBaHue, pacioNokKeH-
HOE€ B IIPaBOM BEpPXHEM KBa/IpaHTE )KMBOTA (HAIPUMEp, JKEIIYHbIN ITy3bIpb, OMYXOJb TOJICTON

KHIIKH HJIA KaJOBBIC MAaCChI B Heﬁ)

KOHTPOJIBHBIE TECTOBBIE 3AJIAHUSL:

HHcrpykuus: BeIOepUTe ONUH IPABUIbHBIN OTBET

1. Vkaxute OTHOCHUTCJIbHYIO MAacCy ICYCHU Y HOBOPOXKACHHBIX !

L.

whkwn

1/3 ot mMaccsl Tena
1/6 ot maccsl Tena
1/18 ot macchI Tena
10% ot macchI Tena
30% ot MacchI Tena

TIpaBunbHEI OTBET: 3
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2. Ykaxure OTHOCHUTECJIbHYIO MAacCy ICYCHU y MOAPOCTKOB U B3POCIIBIX:

L.

nhA WD

1/6 ot Maccel Tena
1/10 ot Maccsl Tena
1/30 ot mMaccel Tena
1/50 ot maccel Tena
1/100 ot MacchI Tenna
IIpaBunbHbIL OTBET: 4

3. B kakoM Bo3pacTe CTpOeHHE NeUeHH peOSHKA COOTBETCTBYET CTPOSHHUIO MTEYSHHU B3POC-
JIOTO YeoBeKa?

A

12 mecsieB
2 roma
8 et
12 net
18 net
IIpaBunbHEIi oTBET: 3

4. Tlepeuncnute OCHOBHbIE MOP(HOJIOrHYECKHE OCOOCHHOCTH CTPOCHUS MeueHH peOeHKa
HEePBOrOo T0/Ia XKU3HHU:

1.

2.

o0eTHeHHAs! BAaCKY/ISpU3alHs, BEIPOKEHHAsS J0JIBYaTOCTh, C1a00€ pa3BUTHE COENHU-
HUTEJIbHOH TKaHU
oOuibHas BacKyJsipu3aiusi, ciadoe pa3BUTHE COCJMHUTENLHON TKAHH, HEI0CTaTOY-
Hast qudepeHIPOBKA MAPSCHXUMBI
oOWITbHAST BAaCKYJSIPU3aLUs, BRIPAKEHHAsI JAOJMBIATOCTh U IUddepeHnnpoBKa ma-
PEHXUMBI
obeJHEHHAs BacKyIsIpHU3alys, ciaboe pa3BUTHE COSNUHNUTEIbHON TKaH!, BEIPayKEeH-
Has nuddepeHIPOBKa TAPSCHXUMBI
oOMIbHAS BaCKYJISIPH3aIHsl, OTCYTCTBHE JONBIATOCTH, BRIpaKeHHast nuddepeHnn-
POBKa MapeHXHUMBI

TIpaBuibHEIN OTBET: 2
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KJIACCUOPUKALINA OCHOBHBIX TPUYHNH
IT'EINATOMETAJINA

B HacTosiiee BpeMsi B MUpE HAaCUUTHIBaETCs OKoyio 300 MpUYMH rernaroMerasiny.

Io Mepe COBEpIICHCTBOBAHMS TUATHOCTUKH M BHEIPEHUSI HOBBIX METOJIOB UCCIICA0BAHUS
W3MEHsIaCh TPAKTOBKA MPUYUH, CIOCOOHBIX MIPUBECTH K YBEIMUSHUIO MedeHu. OJHaKo, He3a-
BHCHMO OT YPOBHS 3HAHUI W UMEIOIIUXCS METOMOB OOCIIeI0BAHMUS, BPaul BCErIa CTapajnuch
OIIPEICIIUTD CBS3b TeIIATOMETAINHN C PA3BUTHEM BOCIHAJICHHS, HAPYLICHHEM O0OMEHa BEILECTB,
XOJIECTa30M.

OfnHa M3 MEpPBBIX COBPEMEHHBIX KIACCH()HKAIMI MPUYNH IeHaTOMErajini Obuia Ipej-
craBneHa W.A.Walker et al. B 1975 roay (Ta0mn.3).

Knaccugukanus renaromeranuii, npeacTaBlieHHAas B AEKTPOHHBIX pecypeax (Wikipedia),
naét Goliee pacuIMPEHHYI0 XapaKTePUCTUKY IPUYMH YBEJINYCHUS reueHu (Tad. 4).

Takum 00pa3oM, MpH OINPEICICHUN PUYUHBI TeaTOMEralIuy CIECAYET YUYUTHIBATh, YTO
OCHOBHYIO I'pyIIITy ()aKTOpOB, CIIOCOOCTBYIOIINX YBEIMYCHHUIO MIEUEHH, COCTABIISIFOT HHPEKIH-
OHHO-BOCIAJIUTENbHBIC 3200JI€BaHuUs, KOTOPBIE JIOJKHBI OBITh UCKIIIOUEHBI B IEPBYIO O4EPEb.
Hexotopsie nH(peKkunoHHO-BOCTIAIUTENbHBIE 3a00IeBaHUs TTe4eHH (B yacTHOCTH renarut C)
HE UMEIOT SIpKOM MaHH(ecTalluy U B MOAABIISIONIEM OOJIBIIMHCTBE CIy4aeB IPOTEKaroT Oec-
CHUMIITOMHO MJIM IMEIOT MaJIO BhIpa)KeHHbIE KIIMHIUYECKUE pu3HaKu. Bropoe MecTo 1o yacro-
T€ 3aHUMAIOT aHOMAJIMU Pa3BUTHS JKEITYEBBIBOAALIMX MyTeH, 0COOCHHO aKTyallbHbIE Y HOBO-
POXKICHHBIX U IETe paHHero Bo3pacTa.
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Tadauua 3
IIpuunHbI remaToMeraaum y aereit
(W.A. Walker et al., 1975)

IlaToreneTnueckue
3a6oneBanus,
MeXaHH3MBbI Pa3BHTHSI
BBI3BIBAIOIHE ENaTOMEr AJHI0
refnaToMerajiuu
« BpoxxenHble MHGeKLYH (TOKCOIIa3MO3, TepIIec, LMTOMera-
noBupycHas nHdexuus, GpeTanbHbI CUHAPOM KPACHYXI)
o lematur A, B, C
Bocmanenue o Abcrecc mevenn (ameGHBbINL, GaKTepUanbHBII)

« Tokcokapos, MUCTOCOMATO3
« Toxcuueckoe ¥ 1eKapCcTBEeHHOE TIOpaskeHue TTeYeHN
o O6CTpyKIMA BHYTPYU- 1 BHETIEYEHOYHBIX XKETIHBIX ITyTeil

Hapymenne orTtoka kpoBu
1 JKEITYH

« [luppo3s nevyenn

» bonesnp Bunbcona

» CTeHo03 1 TpoM603 BOPOTHOII U Ce/le3eHOYHOI BEHbI
o MuenongHas Metarasus

« BospeiicTBre BMHMIX/IOpUAA

o ATpe3ns XeT4HbIX IPOTOKOB

« CepriedHas HEOCTATOYHOCTD

Bones3nu oo6meHa BCIICCTB

o [IMKOTreHO3bI

» Mykomnonucaxapuio3bl

« bonesusp Jomre

« bonesup Humana-IIuka

o [anrnmosupos GM1

o Jeduuut dl-aHTUTpUIICHHA
« AMunonmos

« [Topdupun

« bonesup Bunbcona

WudunsrpatuBHOE MOpake-
HUE

o lemonuTreckas 60/1e3Hb HOBOPOXK/JEHHBIX
» MeTacTasbl omyxonmu

o [mcTuonuros X

o Jleviko3

o JIumdoma

o [emaToma

« [emoxpomaros

o AMUIONI03

» BHEKOCTHOMO3TOBO€E KPOBETBOPEHIE

[IepBuunOE OpaXkeHUE
IICYCHU

o [TepBUYHBIT OMIMAPHBIIT LIPPO3

« BpoxxenHslit pubpos nmeyeHn

o My/IbTHKICTO3 II€YeHN 1 TOYeK

 HacrencTBeHHas reMopparndeckast TeleaHI V9K Tasyst

INunepruiazust KynpepoBCKUX
KJIETOK

« Cemncuc
o [panynemarosHblii remaTuT
« [unepsutammuHo3 A
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Taoauua 4
OcCHOBHbIE NPUYHHBI TeNaTOMEr aJIuu
(Wikipedia, 2015)

1. ndexuna/Bocnanenne:

o JemaTutsr -
BUpYCHBIe (IpUYMHAMV KOTOPBIX MOTYT ObITh BUpychl remaruta A, B, C, D, E, G,
SmureitH-bapp, nuromeranosupyc, reprec, Kokcaku, KpacHyxa 11 apyrue);
OakTepuanbHble (Cercuc, GakTepyanbHblil SHTOKAPANUT, OpyLie/ies, TENTOCINpPO3a,

abcriecc nedeHn, 60Ie3Hb KOIIAYbYX LIAPalioK);

CBsI3aHHBIE C APYTUMU NHPEKIAMN (PUKKeTCUM, TPUOKOBbIE IOPaKeHN,
MaJIApys, TOKCOIIa3MO3, aCKap1I03, TOKCOKAapO3, LIMCTOCOMIa3, aMeOuas);
BbI3BaHHbIE TOKCMYECKMM OpaKeHNeM IIeYeHM;
BBI3BaHHbIE Ay TOMMMYHHBIMI 3200/IeBaHNAMYI;
BBI3BAaHHbIE Ay TOBOCIIAIUTE/IbHBIMY 3a00/TeBaHUAMII;

o XO/MaHTUTHI.

2. O6CTpyKIMy GMIMapHOTro TPaKTa:
o OuIMapHas aTpesusi;
« 6onesnb Kapomy;
o CUHAPOM AJIQXXMJIA.

3. IemonuTIYEeCKIIE€ aHEMMUM:

IIPY T€MOI/I0OMHONATIAX;

reMOIMTHYECKask aHeMMs, 00yC/IOB/IeHHasA eUIMTOM ITOK030-6-pochaTnernaporeHasol;
UAVONIaTHYeCKast ay TOMMMYHHas FeMOJIMTIYeCKas aHeMIS;

M30MMMYHHas [eMONTUTIYEeCKas aHEMUS;

TaacceMusi;

BPOX/IEHHAS IU33PUTPOIOITIIECKAs aHEMIA.

4. 3a6omeBaHNs CEPAEYHO-COCYACTON CUCTEMBI.
5. TpaBMbI IeYeHN.

6. CocypnucTpie HApYLIEHN:
o cuHppoM bagma-Knapn.

7. HeommacTudyeckue Npouecchl:
reMaHIMoMa [eYeHys;
reMaToLe/UII/IAPHBII PaK MeYeH;
MIEIIOMa;

60mme3Hb XOMPKKIHA;

JIeMKO3;

M oma;

MeTacTasbl.

8. IIpnoGperenHble HapyLIeHNA MeTa6oMM3Ma:
o HEa/IKOTOJIbHBIII CTeaTOTeNaTIT;
o cuHApoM Mopuaka;
« [IOJIHOE TTApEeHTEPAIbHOE IUTAHME;
o MaJIbHYTPUTUBHBII CUHIPOM;

9. BpoxyeHHbIe HapyIIeHUs MeTaGonu3Ma:
« BormesHy HakoIUIeHNUA (V/IV TM30COMHBIE 60Ie3HN HaKOIIIeHNA)
 BpoxxeHHble HapylIeHNs MeTabonMu3Ma, He CBSA3aHHBIE C TM30COMHBIMIU HapYLICHUAMI.
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KOHTPOJIBHBIE TECTOBBIE 3AJIAHUA:
Hucrpykuus: Boibepure onuH NpaBUibHbII OTBET.

1. Kakas rpynna 3a0osneBaHull sBiseTcs HauOolee 4acToil NpPUUMHONM remaromera-
auu y gereit?

AQHOMAJIUM PA3BUTHUS KEIUEBBIBOIAIMX ITyTEH

BPOK/ICHHBIE TEMOJIMTHYECKHE AaHEMUH

MH()EKIHOHHO-BOCTIATUTENbHBIC 3200/ICBaHUS TICUCHN 1 JKETIEBBIBOSIINX ITyTeH
JIM30COMHBIE OONIE3HN HAKOIIEHHS

3a0071€BaHHs CEPAEUHO-COCYIUCTOH CHCTEMBI

AIE

TIpaBunbHEIN OTBET: 3

2. K npuoGpeTeHHbIM HapyLIeHUsIM MeTab0n1u3Ma OTHOCUTCSL:

6ose3np Kapomnu

6one3nr Humana-ITuka
6ose3np [Tomme

cuaapom Mopuaka
reMoQaroUTapHbIid CHHIPOM

DAL=

IIpaBuibHEI OTBET: 4

3. K kakoii rpynmne npu4rH renatoMeragiy OTHOCUTCS 001e3Hb XOMKKUHA?

I/IH(l)eKI_II/IOHHO-BOCHB.J'II/ITCJ'H)HI)IC 3a00JICBaHUS TICUCHH
HACJICACTBCHHbBIC HAPYIICHUA MeTadonu3ma
HEOIIaCTHYCCKHE 3200 ICBaHUS

AHOMAJINU PA3BUTUA 61/IJ'II/IapHOFO TpaKTa
HpI/IO6p€TCHHI>IG TEMOJIUTUYCCKUE aHEMHHU

Al

IpaBunbHeIi oTBET: 3

4. Kaxoe 3abosneBaHne, BBI3BIBAIOIIEE TEIATOMETAIHIO, OTHOCUTCS K BPOXKAEHHBIM Hapy-

MIEHUAM MeTabonmn3ma?

HEaJIKOTOJIbHBIHM CTeaTorenaTut
6onesus Tomre

cunapom Kuapu

OunuapHas arpesust

CUHIPOM AJaXuis

Dk L=

IIpaBuibHBIl OTBET: 2
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OBCJIEJOBAHUE PEBEHKA C TEHATOMEIAJIMEN

B mpomecce qHarHOCTUKH MPUYXH TeaTOMETalii MOKHO BBIAEIHUTH HECKOJIBKO JTaIoB
00CIIeI0BaHNUS, KAXK/IBI U3 KOTOPBIX BaXKCH M HE MOXKET OBITH mpomyineH [2, 8, 9, 12].

3.1. Kanoob1

VI3BeCTHO, 4TO y JIeTeii, 0COOCHHO paHHEro BO3PacTa ¥ MOAPOCTKOB, )KaJIOOBI HE BCETaa
OTPaXKaIOT KIMHUKY 00J1e3HU. OJJHAKO MPH BBISBICHUHU I€MATOMEraJuy HEOOXOMUMO 00paTHTh
BHUMAaHHUE Ha 3 TPYIIbI %Kanoo:

o aCTEHOBETCTATUBHOIO XxapakTepa (caaboCTh, TONOBHBIE OOJH, TOJOBOKpPYXKEHHE,
BSUIOCTB, JIAOWJIBHOCTh HACTPOCHHS, PA3APAKUTEILHOCTD, MOTIMBOCTh, HAPYIICHUE
CHa);

o TaCTPOIHTEPOJOTUYECKHE (CHIDKEHHE AalleTUTa BIUIOTH IO AHOPEKCHH, TOIIHOTA,
PBOTa, OTPBDKKA, U3IKOTA, OO B JKUBOTE, N3MEHEHHE OKPACKU CTYJa, €0 YaCTOTHI,
MPU3HAKK CTEATOPEN);

o XapaKTePH3YIOLINEe BOCIAIUTENbHYIO PEAKIHI0 (JIMXOpaIKa, MOTEPsI MAaCChl, MUAIITUU
U apTPaJITHH, SK3aHTEMBI ).

3.2. Coop anamHe3a

CO6op aHaMHe3a BKIIOYAET [[Ba INIABHBIX KOMIIOHEHTA: YTOUHEHHE aHaMHe3a 3a00J1eBaHUs
U aHaMHe3a JKU3HU. M3BECTHBIN coBETCKUH menuarp, akageMuk Anexcanap ®énoposuy Typ
FOBOpUII: «AHAMHE3 WM paccIpoc 00 00CTOSATENbCTBAX, MPEALIECTBOBABIINX U COMYTCTBO-
BaBILUX JAaHHOMY 3a00J€BaHUIO, ABIAETCA OYE€Hb Ba)KHBIM MOMEHTOM B 00IEM oOcCIenoBa-
Hum» [A.D. Typ. IlponeneBrrka nerckux 6onesneit. 1957].

AHaMHe3 3200JieBaHUsI: TIPY OCMOTpPE, ONpoce peOeHKa U ero POICTBEHHUKOB Ba)KHO
YTOYHUTH BpeMsl MOSBICHHS IIEPBBIX IPU3HAKOB 3a00JIEBaHUs, BBIIBUTH (DaKTOPBI, peIIe-
CTBYyIOIIME MaHU(ecTaluu 00JIe3HH, 0OCOOCHHOCTH TeueHHs 3a0oieBaHus B quHaMuke. [1pu
cOope aHaMHe3a HEOOXOOMMO COONIONATh KOPPEKTHOCTh B OTHOLICHHUH JETeH M3 COLMAIBEHO
HeOIaronoMyYHsIX ceMel 1 MOAPOCTKOB, HO MIPH 3TOM CTapaThCs BBISIBUTH HAJMYHE BPEIHBIX
MIPUBBIYEK (TOKCHKOMaHHUH, HAPKOMAHHH, AIKOTOJIM3Ma), PAHHHUX MOJIOBBIX KOHTAKTOB.

Anamue3 ku3Hu: cormacHo A.®. Typy [1957], naubonee «uenecooOpa3HO Ha4aTh
cOop aHaMHe3a J)KU3HH C YTOUHEHHs BO3pacTa poauTeseH, ux mpodeccuu n ycIoBUH KU3HU
U paboThI»; Janee YTOUYHUTh aKyLIePCKUi aHaMHe3 (IeCTOo3bl, BHYTPUYTPOOHBIE HMH(EKIUH,
yrpo3a HpephIBaHUS, AHEMUH); T'MHEKOJIOTMYEeCKUH aHaMHe3 Marepu (Haaudyue BOCHAlIM-
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TENBHBIX 3a00JI€BaHUi, a0OPThI, BBHIKHIBIIIN); TCICHHE HACTOSIICH OEPEMEHHOCTH U POIOB
(Bec, pocT, OLICHKA 10 HIKajde Amrap, peaHHMallMOHHbIE MEPOMPHATHS); COMaTHIESCKOE 3110~
pOBbE OOOMX pOAWTENEH; HAMOHATBHOCTh (HEKOTOPBIC 3a00NIeBaHHS XapaKTEPHBI TOJBKO
JUISL OTIPEICIIEHHBIX 3THHYESCKUX TPYI); POICTBEHHOCTh Opaka; MECTO POXICHHUS peOeHKa
(9HIZEMHUYIHOCTH TI0 ONPENeNICHHBIM 3a00JI€BaHUsIM MECTHOCTH, HAIPUMeEp, MAspHs); Bpea-
HBIE IPUBBIYKH POAHTENEH (KypeHHe, TOKCHKOMaHHsI, HAPKOMAaHHS, aJIKOTOJIU3M); TTepeHeCeH-
HBIE OIlepaTUBHBIC BMELIATEIbCTBA U FeMOTpaHC(hY3UH; SIUIEMUOIOTHYECKHE TaHHbIe (KOH-
TaKT ¢ MHPEKIUOHHBIMHU OOJILHBIMH, MTapa3suTapHble 3a00JIeBaHMs, IOCEIIEHHE IPYTHX CTPaH,
SMHUIEMHUYeCcKast 00CTaHOBKA MeCTa MPOXKUBAHUS ); TPO(UIAKTHUECKHE TPUBUBKH (CPOKH TPO-
BEJCHUS, HATMYHE OCJIOKHEHUH ); paHee MPOBOANMOE JICUCHHE; aJUIEPTOIOTUIECKUI aHaAMHE3
(TONNTMHO3, MUIIEBas U JEKAPCTBEHHAS aJUIEPTHsl, KOHTAKTHBIM JePMaTUT); TeHEATOTHYEeCKHUI
aHaMHe3 (COCTOSIHUE 3I0POBbS POJICTBEHHHKOB).

3.3. OcmoTp pebenka

Bo Bpems ocMoTpa peOeHKa Ha BHICOKYIO BEPOSATHOCTb 3a00/1€BaHU IEYEHH YKa3bIBaOT
CJIEIYIOIIUE CUMITOMBIL:

* JKenTymHoe oKpalMBaHUE KOKHBIX TOKPOBOB, CIIM3HUCTHIX U CKIIEP.

* IlurmenTanus.

* IleyeHOYHBIH 3amax.

* CyXxOCTb U HIETYLIEHUE KOXKH.

* Pacuecsl.

» I'emopparuyeckasi ChIIb.

» KcaHTOMBI U KCaHTENIa3MBl.

* TeneaHruosKTa3uu.

 JlemurMeHTaLys U BHINAJACHHUE BOJIOC.

* Tlorteps mnu U30BITOK MacChl.

* «bapabaHHbIE TATOUKUY.

* lcuepyeHHOCTDb HOI'TEH.

* I'mnexomactus.

* BeHozHas ceTh Ha nepefHel OPIOLIHON CTEHKE B BUMIE «TOJIOBBI MEITY3bI».

* Konbuo Kaiizepa—@ueiimepa no nepudepuu pagy>kxHOH 000I0UKH.

* HenpusaTHBINA IPUBKYC BO PTY.

* CTOMaTHUTH! U THHTMBHTHI.

* VYBenmueHue TUM(ATHIECKUX Y3IIOB.

e Acuur.

* HeBponoruueckue HapyIIeHus, 3a/iepkka (HapyLnieHHe) ICHXOMOTOPHOTO U (hu3ude-

CKOT'O pa3BUTHUS.

3.4. UncTpyMeHTAIbHbIE MeTOABI 00C/1e10BAHUS

HpI/I O6CHC}10B3HI/II/I pe6eHI<a ¢ remaroMeraiueli Heo0XoauMo OAHOBPEMCHHOC Ha3HA4C-
HUEC HHCTPYMCHTAJIbHBIX U J'Ia60paT0pHLIX METOAOB, YYUTHIBAs, 4YTO Y neren PaHHETo BO3pacTa
BO3MOXXHO 6I>ICTp06 MIPOrpeCCUpOBaHUC XOJI€CTa3a U HUPpPO3a. I/IHCprMeHTaJ’IBHLIe MCTO/bI
HCCIICNOBaHUs YK€ Ha pPaHHUX dTalaXx MOTYT OKa3aTb HCOLCHUMYIO IIOMOIIL B paHHeﬁ Jua-
THOCTHKE 3a00JICBaHUSI.
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Y KaXZ10ro U3 HHCTPYMEHTAJIBHBIX METOJIOB UMEIOTCSI JOCTOMHCTBA U HEIOCTATKH, O/IHA-
KO TIOCJICIOBATENIFHOE HCIIONb30BaHNE HEMHBA3UBHBIX 1 MHBa3UBHBIX METOJOB 00CIIEI0BAHHS
roMoraet Bepu(UIMpoBaTh AUaruo3 (2,3,4).

[okazanusmu ans yneTpasBykoBoro uccienoBanus (Y3UW) nedenu, kak Haubosee a0-
CTYIHOTO MHCTPYMEHTAJIBHOIO METO/A, SABJSAIOTCS MHOTHE KIMHUYECKHE CUMIITOMBI U YKaJlo-
6b1 OonpHOTO [8]. Y3U npoBoauTcst pu O0JISX B )KUBOTE, 00bEMHOM 00pa30BaHUH, KEITYXE,
JKEITYI0YHO-KUIIIEYHOM KPOBOTEUEHHH, KIIMHUKE OCTPOro >kuBora. CaMoi 4acToil mpu4uHOU
VIS yJIBTPa3BYKOBOTO MCCIIEIOBAHUSI OPTraHOB OPIOIIHOW TIOJIOCTH SIBJISIETCS TeraToMerausl.

[Ipu ynbTpa3ByKOBOM HCCIIEIOBAHUH OOBIYHO HE MPOBOJATCS U3MEPEHHS BEPTUKAIBHBIX
pa3MepoB MEYEHH, TaK KaK CAeJaTh 3TO JOBOJIBHO TPYIHO. V3MepsieTcst MaKCUMalbHbIH nepe-
He-3aHUi pa3Mep WM TONIIMHA MPaBOW J0JIM Te4eHu. VHorna Bo3HMKaeT HEOOXOAUMOCTh
OLIEHKHU yIJla COAMHEHHs auadparManbHOW M BHCLEPAJIbHOM MOBEPXHOCTEW NE4eHH. Yroll
IIpaBOii 10711 B HOpME cocTaBisieT 45—75°, neBoii — 45°. YBenuueHue yria, ero 3aKpyrieHue
MIPOHMCXOMUT MPH MAPSHXUMATO3HBIX M3MEHEHHSX IEUSHW W Yallle BCero HaOomaeTcs MpH
OUppO3e, XPOHUIECKOM T'ellaThTe, )KUPOBOH HHGMIbTpaluy. bonpinoe 3HaueHne B ocienHee
BpeMsi IPHOOpeTaeT AOMUIEPOBCKOE UCCIIEIOBaHHE COCYIOB EYSHU M BOPOTHOH CUCTEMBI TS
OLIEHKM HOPMaJIbHOTO KPOBOTOKA C II€JIbI0 MCKIIIOUEHHS CHHPOMA ITOPTAIbHON THIIEPTEH3UU
[8]. [Teuenp moyyaeT KPOBb U3 IBYX COCYAUCTBIX CUCTEM — U3 BOPOTHOH BEHBI U 0011IeH reve-
HOYHOM apTepuu. [To mocnenHe# nocrymnaer okono 1/3 Bcelr HEOOXOAUMOM JUTSI IEYCHU KPOBH.
Ipu Tsoxensix qudGy3HBIX TOPAKCHUAX TEYEHH MEHSETCS KPOBOTOK B OOLIEH NMEeYeHOYHOH
apTepuu. B oCTpBHIX cHTyalusIX apTepusi pacIIUpseTCsl C yBEIUYEHHEM OOIIero KolIu4ecTna
MPUTEKAIOLIEH KPOBU (YBEIMYMBAIOTCS CHUCTOJIMYECKAss U JUACTONMuYecKas ckopoctu). [Ipu
XPOHUYECKHX MOPAKEHHUSIX apTepPHaIbHbIH KPOBOTOK TAKXKE YBEIHMYUBACTCS, HO OJJHOBPEMEH-
HO OTMEYaeTcsi MOBBIIIEHHE OTHOCUTENbHBIX IOKa3aTeneil — unjexca pesucreHTHocTH (RI)
u myabcaunonHoro unzaekca (PI) Ha GpoHe CHIKeHMS ANACTOTMUECKON CKOPOCTH.

[Ipu xomMnbIOTEpHON TOMOTpaguu H300paKEHHUE TTEUESHHU MTOTy4aeTcsl B BUJE MOCIIEI0-
BaTeJIbHBIX FOPU30HTAJIbHBIX 10—12 cpe3oB, 4TO MO3BOJSET BHIIBUTH OUaroBble U JUddys3-
Hble 3a00JeBaHUs TEYEHH, NMPU3HAKKA CTEAaTO3a M I'eéMOXpOoMaro3a, COCTOSIHHE COCYAMCTON
cucreMbl. HegocTarkaMu KOMITBIOTEPHO# TOMOTpa Uy SIBISIETCST BEICOKAast CTOMMOCTD H JTy-
yeBas Harpyska.

MarHuTHO-pe30HaHCHass ToMOTpadusl SBISETCS CAMBIM YYBCTBHTEIBEHBIM U JIOPOTHM
METOIOM IUarHOCTUKH. C MOMOIIBI0O MarHUTHO-PE30HAHCHON TOMOTpadUy BBIABIISIOT KH-
CThI, HOBOOOpPA30BaHMs, FEMaHI'MOMBI, HAPYLIEHHUS TOKa JKEIYH, YTO OYE€Hb Ba)KHO IIpH OH-
JMapHOW aTpPEe3HH.

VHBa3nuBHBIE METOMBI MCCIICNOBAHMS (JIATIAPOCKOIHS, PETPOrpaHasl XOJIEIUCTOXOTaHT U~
orpadusi, OMOIICHS IEYSHN ) IPOBOAATCS B JUaTHOCTHUYECKH HESICHBIX CIIyJasiX: IPH rernaroMe-
rajingax v xeJITyXxe HEsCHOM OTHOJIOTHH, HOBOO6paSOBaHI/IHX TNCYCHH, TOAO3PCHUHN HA TEMOXPO-
MaTo3, aMHJIOM 103, JIMIIOU 103, TITUKOTeHO3 (Ta0.5).
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Taonuna 5

XapaKTepl/ICT]{[Ka HHCTPYMEHTAJBbHBIX METOA0B 06c.11e110331m51 IpH renaroMerajauu.

0
I‘D; Ha3Banue metona JocTynmHocTh JlocTouHCcTBA
VipTpa3BykoBOE Bo3moxHOCTE OBICTpOTO 00CTE-
1 paspy O6uienocTymHO poro
HCCIIeIOBaHUE noBaHus. HermHBa3MBHBIN MeTOX
€HKa ITeYeHOYHOTO KPOBOTO-
VYneTpa3BykoBOE Ony Y
Ka, TMO3BOJIAIONIAs HAa pPaHHHUX
2 HCCIIeIOBaHUE OO011e10CTyITHO
¢ nonmneporpadueii CTaJHsAX AUATHOCTHPOBATH TIOP-
TaJIbHYIO TUIICPTECH3UIO
Nwmeer orpannueHHoe | BrisiBiser ouarosbsie u quddys-
3 KommerotepHas NpUMEHEHUE U3-3a HBIE M3MEHEHHMs II€UeHH, aHO-
ToMorpadus OONBLION Ty4eBOil HA- | ManUu pa3BUTHSA HKEITYEBBIBOAS-
TPY3KH [IUX TMyTel
Kommerorepras Nwmeer orpanndyennoe
BrrsiBisieT n3MeHeHUsI eYeH0-
4 | Tomorpadus ¢ KOHTpa- | NpUMEHEHUe u3-3a 00Nb- HOIO KDOBOTOKA
CTUPOBAHUEM IO JIy4eBOM HArpy3Ku P
Joporocrosiuii Mmetos, | IMeeT Gojiee BBICOKYIO paspe-
5 CriupasbHasi KOMITbIO- UMEET OTPAaHMYCHHOE | IAMOI[YI0 CHOCOOHOCTh, IO
TepHas ToMorpadus | mpuMmeHeHHe U3-3a OONb- | CPABHEHHUIO C OOBIYHOW KOM-
IIOM JIy4eBOH Harpy3ku | MbIOTepHON ToMorpadueit
Bonee npaBuIIbHO ¥ MOJHO, 1O
CPaBHEHHIO C NPEIBIAYIIIMHA
METOJIAMH, OTPAXKAET COCTOSTHHE
OPOTOCTOSIIHI METONI, | OMIIMAapHOTO TPaKTa, MO3BOJISET
MarautHo-pe3oHaHC- Hop - A PHOTO Tp >
6 Has XonaHrHorpabus MMEET OrpaHUUYEHHOE | C OOJBIIOI TOUHOCTHIO OLICHUTH
P MIpUMEHEeHnEe Mopdorornueckiue H3MEHEHHUS
[P aHOMAJIMAX KEJIYHOTO TpaK-
Ta M CTENICHb TIePUIIOPTATEHOTO
¢hubpoza
I'enarocrunTUrpadus
¢ TexHenueM-99m
MeMOpO(hEHHHOM UMH- SBnseTcs TOYHBIM  METOIOM
HozmmaneTatoM. Moxker | MMeer orpaHnYeHHBIE | B IMarHOCTUKE KHCT XOJenoxa,
7 OBITH ITpOBEIEHA C OJI- MOKa3aHuUs JKCTpare-4eHOYHOH OHInapHon
HO(OTOHHOH IMHUCCH- K IPUMEHEHHIO arpe3uu. [1o3BoNIsET MO-JIyYUTH
OHHOH KOMIIBIOTEPHOM HHPOPMAIMIO O KPOBOTOKE U
ToMorpadueii u mo3u- TKaHEBOM MeTaboIM3Me TIeYCHU
TPOHHOM 3MUCCHUOHHOMN
ToMorpadueit
MeeT orpanuueHHbie To3BossieT yTOUHATH XapakTep
OKABAHIS M3MEHCHHIA CO CTOPOHBI IeNaro-
8 Jlanapockonus K IIDHMCHEHILIO OuMapHO CHCTEMBI, 0COOEHHO
P IIPU SKCTPANCYCHOYHBIX BapH-
aHTax OWJIMApHOW aTpe3uu
[lokazana B AMarHOCTUYECKU
Wmeer TexHUYeCKHE | TPYOHBIX CUTyalUsX Yy JeTel ¢
9 Perporpasas xoneu- OTpaHUYEHMs y I€Tell | MHTPAaleYeHOYHbIMU M 3KCTpa-

CTOXOJaHruorpadus

MEPBBLIX MECALIEB )KU3HU

MEYCHOYHBIMU BapHaHTAMU OH-
JIapHOU aTpe3uu
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ITo3BOsET OILIEHUTH CO-

HeoOxoquMo 171 OLIEHKH CO-
CTOSIHUSL BEH MHIIEBOAA M Ke-

DHJI0CKOITUYECKOe JyIKa MpU XpOHUYECKOH meye-
10 CTOSIHHE BEH MHIIEBOA s

HCCIIeI0OBaHUE W KeYL Klall M | wounoit Hemocrarourocty. [o-

Y Ka3aHO IpU KPOBOTECYCHUSIX U3

BEH MHUIIEBOJA U JKEeJIyAKa

MArHOCTUKA BPOXKACHHBIX H

Nmeer HUYEHH A o

11 Bbuoncus neuenn CCT OrPaHICHHOC NPUOOPETEHHBIX 3a00JeBaHUi

NIpUMEHEHHE

HEYCHH, LIUPPO3a

Puc. 2. l'enaroOunuapHas cuuHTUrpadus y peObeHka ¢ OUInapHOn aTpe3uen:

A — 110 Ha3HA4YEHMs YPCOAE30KCUXOJICBOI KUCIOTBI: OTCYTCTBYET KOHTPACTUPOBAHHE
KETYHOTO Iy3bIPsl, SKCKPELUs KETIU HEIOCPEACTBEHHO B KUIICYHUK;

B — renarocuunTUrpadus nocie HazHaYECHUs. YPCOAE30KCUX0NIEBOM KUCIOTBI:
KOHTPAaCTUPYETCS KETUHbIH My3bIpb (CTpEIKa), 3aTeM KUIIeUHUK [95]

20
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Puc. 3. Perporpagnas xonanruorpadus y pebeHka ¢ ay TOMMMYHHBIM
CKIIepOo3HupyomuM xoidanrutom [41, 103]

Puc. 4. Pe3ynbsraTel OUONCHY [IEUEHU Y MAUEHTA ¢ Ae(HULUTOM O-1 aHTUTpUIICHHA

(Wikipedia, 2015). Okpacka reMaTOKCHJIMH-303MHOM. B npenapare onpenensercst CKOIuIeHHe

rpaHy’n Oeska (CTpesKH)
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3.5. JlaGopaTopHasi TUATHOCTHUKA MPH renaToMerajausx y aerei

I'naBHON HenbI0 1a00paTOPHOro 00C/IeI0BAHUS PedeHKa ¢ renaroMerajmei siBjs-
eTcsl OleHKAa (PYHKIHOHAJILHOIO COCTOSIHUS TedeHu. B BrIOOpe OMOXMMHUYECKHX IMOKa3a-
Tenel HeoOXOAMMO PYKOBOJCTBOBATLCS UX MH(GOPMATHBHOCTBIO, UYyBCTBUTEIBLHOCTBIO U J0-
CTYNHOCTBIO AJISI JAHHOTO JieueOHO-IIpoduiIakTHIecKoro yupexaeHus [5]. B nogasmsomem
OOJIBIIIMHCTBE CITy4yaeB OLleHKa ()YHKIMOHAILHOTO COCTOSIHUS [IEYEHH MOXKET OBITh IIPOBEACHA
B OOBIYHOH KIMHHKO-OMOXHMMHUYECKOH Jaboparopun. B pabore HE0OXOAMMO PYKOBOICTBO-
BaTbCsl TEMU HOPMATHBHBIMHU NOKa3aTeJsIMH, KOTOPbIE YTBEP)KICHbI MUH3/IPaBOM U MIPUHSTHI
B JJAaHHOM J1ab0paToOpuu, U OPUEHTHPOBATHCS HA BHYTPEHHHE CTaHIApThHI, yCTaHABIUBAEMbIE
nmaboparopueli, BBHIMONHAIOMEH uccienoBanue (tadm. 6,7,8,9). C momompio HEOOIBIIOTO
HaOopa OHOXMMHUYECKHX TI0Ka3aTeell U KoaryJorpaMMbl MO>KHO OLEHUTD IJIaBHbIE (yHKIUH
neyeHu (CUHTe3 OeNka, peryisuio oOMeHa OMMpyOuHa, YIIIEBOIOB, JIMIIHIOB, TEMOCTA3a)
1 BBUIBHTH KH3HEYTPOXKAIOIINE COCTOSHUS (KOaryJIONaTHH, FeMaToUTONN3, X0JIecTas).

Tabuauna 6
buoxumuueckne ﬂaﬁopaTopHue moKa3areJjiu, peKOMEHAYEMbIE NIPH renaroMerajiuu
(HOopMaTHBHI yTBepxkKIeH Munsnpascompa3sutust Pocenn, 2006 r)

Taoauua 7
Buoxumuyeckue J1ad0paTopHbie NOKA3aTe/ M, pEKOMEHyeMble MPH renaToMerajiuu
(HOpMaJIbHBIEC BEMYMHBI OCHOBAaHbI Ha HCIIONB30BAHUU PEaKTHBOB (GupMEI Diasys)

Ne
w/n Ha3zpaHue Tecta HopmaTnBHBIE TOKa3aTeJIH
1 O6muit ounmupyorH 17.1 MKMOJIB/1T
. He 6onee 3,4 mxmons/n (mnu He 6onee 10%
2 [psimoit OrmupyOHH
OT YpOBHS 0011ero OunupyOuHa)
3 Henpsimoit Ounupyoun 90% ot ypoBHs ob1iero 6unupyouHa
OO6uwmii 6enok:
4 HOBOPOJKICHHbBIC 52-91 r/n
1 Mecsiny 1 cTapie 54-87 r/n
B3pOCIIbIC 67-87 r/n
5 ChIBOpOTOUHBIH aIbOyMUH 35-501/n
[lenounas pocdarasa:
1-12 net <727 en/n
6 13-17 net JeBouku <448 en/n
Manpuuku <935 en/n
B3pOCIIbIC <258 en/n
ITporpomOuHOBOE BpeMs 3,4-13,7 MxMonb/1
AnAr 14-21 cexk.
9 AcAr Kenmmner <31 en/n

Mysxuunbl <47 en/n

TpaaguuuoHHbIe
Iloxa3zarenn eIMHHUIIBI Cucrema CH
H3MepeHust

AmMMuak 10-80 mxr% 6—47 MKMOJTB/JT
Anpnonasa 0-11 ME/n 0-11 ME/n
AnanvHaMUHOTpaHC(epasa 7-40 ME/n <0,51 MKkkat/n
AcmapratamuHoTpaHcepasa 10-30 ME/n <0,67 MKKat/1
Bunupy6un oOumuit 0,3-1,2 mr% 3,4-20 MKMOIB/1T
BunupyO6uH KOHBIOTUPOBAHHBIH (IPSIMOIA) 0-0,3 Mr% 0-5,1 MxMomnB/1
?I;J;P;I;yhfgl% HEKOHBIOTHPOBAHHIIL 0,3-0,9 Mr% 3,4-13,7 MKMOJTB/NT
Y-DIIyTAMUJITPAHCTICTITH 1a32 12-54 ME/n 0,2—0,9 Mkkat/n
I'mroko3a 65-110 mr% 3,58-6,1 MMoaB/1
Kucnas ¢poctaraza 0-0,7 ME/n 0-11,6 uxar/n
Jlakrartnernaporenasa 90-280 ME/n 1,50-4,67 MKKat/n
MoueBas kuciaoTa 3-8 Mr% 179476 MxMomnb/n
OOmuii 60K 5,5-8 % 55-80 r/n
Tpurnuuepuab 0,55-2,2 mmonb/n
XonectepuH <200 Mr% 3-5,2 MMoOIB/T1
HepynomnazMun 21-53 mr% 1,3-3,3 MMounb/n
[enounas ¢ocdaraza 30-120 ME/n 0,5-2,0 mMkxkat/n
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Taoauna 8

JlaGopaTopHasi AMArHOCTUKA HanGo/1ee YaCThIX MPUYMH NPAMOIi
U HEeNpsIMOii runepouIMpyouHeMHuu
(B.C. Kamblinnkos, 2004)

Tab6auna 9
HopMmasabHble noka3aresi KoaryJorpaMMsl y JeTei

3aboJieBaHue MJIM CHHAPOM

Iokazarean Hopma
TIporpom6uH o KBuky 60-130%
dubpuHOreH 2,0-4,0 /n
AUTB 26-36 cex
TIpoTpoMOHHOBOE BpeMst 14-21 cexk.
XaremaH-3aBUCHMBIH HHOPUHOII3 4-10 muH.
Anrurpom6uH I11| 75-140%

H-numep Jo 500 ur/mia
TIporenn C 70-140%
IImazmunoren 75-150%
POMK Jlo 4 mr/mn

AHoMaIMu Mepiu
IToxa3arenn pa3BUTHA P!
Cunapom HbIH 0HU-
I'enarur JKeJYeBbI- I'emoun3 M
Kunnnbepa | nuapHbIii
BOJSILIMX
= HHMppo3
nyrei
OO0muii ounu- 1 1 1 1 1
pyouH
[psimoit 6uu-
P " " Hopma Hopma 1
pyoOun
Henpsmoti Ou- 1 1 ' 1 1
JTUpyOUH
ChIBOpOTOY-
Bop | Hopma Hopma Hopma
HBIH aIbOYMUH I'moGynuHOB
i MoxeT ObITh
OO0mwuii 6enox Hopma Hopma Hopma Hopma
MTOBBIIICHHE
eJI0yHast
11y MooxeT ObITh | MOXKeT OBITh Hopwma Hopwma i
tdocdaraza
HOpMa HOpMa
Vunuasercs
VYuas- IIPU BBI-
eTCs IIpH paKeHHOU
pasBUTUM | 0OCTpyKLIUH Vinuuseres,
TSDKEIIOTO JKeue- HO MOXET
rernaTuTa. | BBIBOISIIUX OBITH HOP-
IIporpombuHO- AL P
Her peaxk- Iy TEH. Hopma Hopma MajbHBIM B
BOE BpeMs
IIUM Ha Umeercs COCTOSIHUH
HapeHTe- TIOJIOXKU- KOMIICHCA-
pasibHOe TeJIbHAs JTU- Jinzevt
BBEJICHUE | HaMHUKa pU
ButamuHa K | BBeneHun
ButamuHa K
Hopwma nn
TIOBBIIIACTCSA
AnAt 1 Hopma Hopwma 1
"M HE3HAYMTEIb-
HO
Hopma mim
MIOBBIIIAETCS
AcAr T Hopma Hopma 1
HE3HAYUTelb-
HO
24 Ilmbcbepeﬂuuanb}{aa JAVATHOCTUKA reraToMeranit y I(CTE]?[

AHaiu3 MeToJ10B 00CIIEIOBaHUS JIETEH C rernaToMeraiiell oKa3bIBaeT, YTO B OOIIMPHOM
00bEME MHCTPYMEHTANIBHBIX U JTA00OPATOPHBIX UCCIIENOBaHUI HEOOXOAMMO BBIOMpATh HAUOO-
nee nHGOPMaTHBHBIC U MaJOMHBa3HBHbIE METO/IBI.

Llesnbro 00cienoBaHus peOCHKA C relaTOMErainei IBISIeTCS HCKITFOYCHNE aHOMAUH pa3-
BUTHS IICUCHU U KCITYCBBIBOAAIIINX l'IyTeP’I, HCOIUTAaCTHYCCKHUX MMPOLECCOB, IUPPO3a, TAKEIIOTO
TCUYCHMA Irerarura, reJibMMHTO3a, YTOUHCHUEC (pyHKL[I/IOHaHbHOFO COCTOsSIHUSA IICUCHU.

KOHTPOJIBHBIE TECTOBBIE 3AJIAHUSL:

HNucerpykuus: Beibepure oiH paBUIIBHEIN OTBET.

1. OCHOBHBIMH KPUTEPUAMHU XO0JIECTa3a B OHMOXMMHUYECKOM aHaIn3e KPOBH ABJIAKOTCA:

1.

MOBBIIIEHHE TPSAMOr0 OMIMpPYOHMHA, UIEJIOYHOU
Y-TJIFOTaMUITPAHCIICITU1a3bl

HOBBIIIEHUE HENpAMOro OwiupyOuHa, IenodHoi Qocdaraspl, XolecTepuHa,
Y-TII0TaMUITPAHCIIEI TUIa3bl
CHIDKEHME IIpSIMOro OunupyOuHa,
Y-III0TaMUITPAHCIIEITUIA3bl
MOBBIIIEHHE TIPIMOTO OMIHPYOHHA, CHIDKECHUE MIENOYHOH (ocdaTasbl, XOIeCTepH-
Ha, Y-ITIOTaMHIITPaHCIICTITHA3bI

TOBBIIIEHHE TIPAMOTO OMIHpyOHHa, MEenoqHOH (ocdarasbl, CHIDKEHHE XOIECTepH-
Ha H Y-TIIFOTaMUITPAHCIICI THAA3BI

(docdarazel, xolecTepuHa,

mienouHoi  Qocdaraspl,  XonecTepuHa,

IIpaBunbHEIi OTBET: 1
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2. J1nst OLeHKH OEJIKOBOCHHTETHYECKON (PYHKIIMU TIEYeHU HE0OXOIUMO OIpeieIeHE:

1. obmero Oenxa, ansOymMuHa, OENKOBBIX (pakmumii, C-peakTUBHOTO Oellka U peBMa-

TOUJHOTO (haKTOpa

2. obmero Genka, y-r100ymHHOB, C-peakTUBHOTO OeliKka M PEeBMAaTOMIHOTO (akTopa

had

obrero Gernka, anbOyMHHA, a1b0YMHH/TIIO0YIMHOBOTO KO3 HIIHEHTA

4. obmero Oeika, anp0yMuHa, aNIbOyMHH/TIIOOYITHHOBOTO KO3((HUIMEHTa, LepyIIo-

TUIa3MHHA, KPUOTIIOOYIMHOB

5. obmiero Oenka, ajapOyMHHA, albOyMUH/TIIOOYTHMHOBOTO Kod(duimenra, Gpudpu-

HOTCHA

TIpaBunbHEIN OTBET: 3

3. Kakoii U3 nepeyncieHHbIX MoKa3areneid 0HOXUMHYECKOTO aHaIN3a KPOBH XapaKTepH3Yy-

€T T€MOCTAaTHUICCKYIO (1)yHKI_[I/I}O NCYCHU

mienouHas Gocdarasza
MIPOTPOMOMHOBOE BpEMSI
Y-TIFOTaMIJITPaHCIETHIA3a
LUTPYJUTHH

anpI0Ia3a

Nk LD

IIpaBunbHEIl oTBET: 2

4. Bribepure n3MeHeHUsI OMOXUMHUUYECKUX TIOKa3aTesIel, XapaKTepHble AJsl TeMOIUTHYC-

CKOIl aHEMMU:

1. moBbIIEHHWE YpOBHA OOIIEro M MpAMOro OwnnpyOuMHa, HOpPMaJIbHBI YpPOBEHB

HeNpsMOro OWINpyOHHA, YIUTMHEHHE IPOTPOMONHOBOTO BPEMEHH

2. HOpPMAJIBHBIA YpOBEHb 00LIEro OWIMpYOWHA, MOBBINICHHE MPSIMOro OMIMpYyOWHA,
HOPMaJIbHBI YpOBEHb HENMPSMOro OWIMpyOHWHA, YIUIMHEHHE MPOTPOMOMHOBOTO

BpPEMEHHI

3. MOBBIIICHUE YPOBHS OOILIEr0 W HEMPsIMOro OWIMpYyOMHA, HOPMAJBHBIA YpPOBEHBb

MPSMOTO OMIHPYOWHA, YIUTMHEHHE IPOTPOMOUHOBOTO BPEMEHU

4. TIOBBILICHUE YPOBHS OOILNEro M HEMPSMOro OWNHpyOWHA, HOPMAJbHBIA YPOBCHB

MpSMOT0o OMIMPYOHHA, HOPMaJIbHBIE TIOKA3aTeIH MPOTPOMOUHOBOTO BPEMEHH

5. NOBBIIMIEHHE YPOBHS OOLIETO W MpPAMOro OWIMPYOWMHA, HOPMAJbHBIH YpOBEHb
HENpsAMOro OHIIMpyOHHa, HOpMaJIbHBIE ITOKA3aTeNId MPOTPOMOMHOBOTO BPEMEHU

IIpaBunbHEI1 oTBET: 4
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BEJIYIIUE NPUYAHBI TENTATOMETAJIMU Y NETENR

4.1. UH(peKIHOHHO-BOCTIAIMTEIbHbIE 3200J1eBAHUS MIEYeHH H KeJTUeBHIBOASIIMX IMyTei
4.1.1. BupycHble renaTuThbl.

BupycHble renatuthl — rpymnna HHQEKIHOHHBIX 3a00JIeBaHN, KOTOPBIE BBI3BIBAIOTCS pa3-
JUYHBIMHU TENaTOTPONHBIMH BUPYCAMHU U SIBISIOTCS CaMOCTOSTEIBHBIMUA HO30J0TMYECKHUMU
(hopmMaMu, MPOTEKAIOUIMMHU C OPAKEHUEM II€UEHH, YTO OIpEeIsieT TeUeHUEe U Ucxo] 3a00-
neBanus. IeHTUHUKALNS 3THOIOTHYECKOTO areHTa — pelaromui GakTtop npu onpenesieHun
MIPOTHO3a 3a00JIeBaHM 1 BBIOOpPE (P PEKTHBHON NMPOTUBOBUPYCHOI TepaITiH.

HezaBucumo ot TSKECTH TeUEHHs! M 3TUOJIOTHH, TP I'elaTUTax 0TMEYaroTCs MOBBIIICHUE
(dhepmenToB ATAT 1 ACAT (MIpHU3HAK IIUTONN3]), TIpsiMast runiepounupyonnemus [2,4,9, 12,22,
40, 47, 55].

4.1.1.1. I'enatut A.

Bo3oynurenem renarura A sinsercst PHK-conepxaniuii Bupyc (BUpYyC COIEPKUT OHO-
cnupanbuyto PHK) u3 cemelictBa nukopHaBupycos (HAV), He uMeronuii 0001049KH, OTKPBI-
Tl B 1973 oy (puc. 5).

Puc. 5. Bupyc remarura A

Mudpp no MKB-10 — B15.9 (renarut 6e3 neyeHo4uHoit kombl), B15.0 (rematur ¢ neue-
HOYHOM KOMOI).

Mexanu3Mm nepegayn HHQeKUUH — GeKalTbHO-OpaTbHBINA, OYCHb PEAKO MapeHTepalb-
HBIH (TIpY TIepeMBaHUM KPOBH MHOUIIMPOBAHHOTO A0HOpa). He mMeeT BepTHKAIbHOTO IMyTH
nepenauy (0T MaTepH IUIONLY).

IIaTorenes. B ocHoBe maroreHesa renaruta A J€KHUT pa3BUTHE YMEPEHHOIO CHHApOMaA
renarounTonnsa. HAV He o0iagaet 3Ha4MTENbHON NPSMON IIUTONIATOTEHHOCTBIO.
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Knunnueckas kapruna. MuxkyOGanmoHHbBI nepuox (0T MOMEHTa HHGMUIMPOBAHUS
JIO TIOSIBJICHUS TIEPBBIX MPH3HAKOB renaruta) cocrapisier ot 7 1o S50 nneit. Manudecranms
3a00s1eBaHUsl OOBIYHO COMPOBOXKAACTCS BBICOKOM TEMIIEPaTypoil W MO HEKOTOPHIM NpHU3HA-
KaM HarloMHHaeT rpumnil. VHTokcuKaus Gosee BbIpakeHa B MPOAPOMAIILHBIN MEPUO, KOTAa
OTMEUaroTCs TOUIHOTA, 3y/A, PBOTa, juxopaaka no 38-39°C, cHwxkenue anmeruta. Crycrts
2—4 nHs Moua OOJILHOTO TEMHEET, a CTYJI, HAIIPOTUB, CTAHOBUTCS OECIIBETHBIM. 3aT€M IPOSIB-
JISIeTCsI XKEeNTyXa Ha 3—7 1eHb OOJIE3HH, U C €€ HOSBICHUEM COCTOSHUE OONBHOIO YIIyUIIaeTCsl.
JlnTenbHOCTh 3a001€BaHMs TeIaTUTOM A MOXKET BapbUpOBaTh OT 1 HEAEH 110 MOJIyroAa.

Jasa pereii xapakrepHo Oonee MsArkoe TedeHue 3aboneBanus, 10 90% cirydaeB cocTas-
JISIOT CyOKJIMHMYECKUE BapHAHTHI, YaCTO I0J] MACKOH OCTPOro racTpO3HTEpUTa. BO3MOXHBI
peunaussl ciryets 30-90 nueit ot Havana Oone3Hu [4,9].

Metoapl ucciaenopanus. Ceposoruyeckasi auardHocTuka. Ha mnporsokenun Bceit
octpoii (a3sl rermaruta A 1 B TedeHUE 6 MecsIeB C MOMEeHTa MaHH(ecTay 00Je3HN oTMeYa-
eTcs BbIcOKHi TUTp aHTU-HAYV IgM B cbiBopoTrke kpoBu. Hanuuue antu-HAV IgG yka3sbiBaer
Ha NIePCHECCHHBIH TeIaTHT.

IIporuo3 OmaronpusATHEIA. B OTHENBHBIX CIydasx BOZMOXKHBI PEIUANBBI OOJIEC3HU HIIH
3aTspKHOE TeueHne. COXpaHsIeTCs IOKH3HEHHBIH HMMYHUTET.

4.1.1.2. I'enaTut B.

Bo3oynurens — Bupyc rematura B (HBV) JIHK-conepxxamuii BUpYyC (COREPHKUT
nasycnupansayto JJHK) oTHOCHTCS K ceMeHcTBY renafHaBUPyCOB, UMEET JIUMONPOTEHIHYIO
000110uKy, colepaallylo nopepxHocTHblii anTuren HBsAg. B uactunax HBsAg ompene-
nstoTCest OenKoBble JoMeHbl (pre-S1, pre-S2, S), nUIUAHBINA M YIJIEBOIHBIH KOMITOHEHTHI,
peLenTop NoIUMEpU30BaHHOroO anbOymMuHa pAR. B cTpykTypy Hykileokancuia (SA€pHOIo
antureHa HBcoreAg) Bxomar cybowenununa HBeAg, JTHK-nonumepasa, mpoTeMHKHHA3a
u JIHK (puc. 6).

Puc. 6. Bupyc renaruta B

IIugp mo MKB-10: B16.0 — ocTpslii renatut B ¢ nensra-areHToM (KOHH(EKIHS) U rede-
HOYHOM koMoH; B16.1 — ocTpelii renarut B ¢ nenpra-arenrom (konH(pekus) 6€3 neyeHouHOH
koMmbl; B16.2 — octpelii renarut B 0e3 nenbra-arenra ¢ nedeHo4Hoi komoit; B16.9 — octpsrit
rematuT B 6e3 nenbra-arenta u 6e3 nmedeHouHO# KoMmbr, B18.0 — XpoHndueckuii BUPYCHEBIH Te-
natuT B ¢ gensra-arentom; B18.1 — xpoHudeckuii BUpYCHBIN renarut B Oe3 jenbra-areHTa.

Mexanuszm nepeaaun umHpexuuu. [lapentepanbHplii (epeianBaHie KpOBH, MHBA3UB-
HBIE UCCIIEI0BAaHMS, TEMOINAII3, TATYUPOBKH, aKyIyHKTYpa, OJIb30BaHKHE OOIIUMH 3yOHBIMU
HIETKAMH), TTIOJIOBOH, BEPTUKAIBHBIH (MaTh — IJION).
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IIaTorenes. Bupyc ¢ TOkOM KpOBH IONaAaeT HA OBEPXHOCTh I'€NAaTOLUTOB, IJ€ MOA
BO3ECHCTBUEM MPOTCONUTHUECKUX (EPMEHTOB NPOUCXOAUT OCBOOOXKIEHHE BUPYCHOH
JHK, mponukHOBEHNE €€ B S/APO U BCTPAaWBAHHIE B TEHOM KJIETKH.] €maTonuTel HMEIOT pe-
nenTop s monuaiaboymuHa Bupyca (pAR). C momombsio pAR BUpyC MpoHUKaeT B renaro-
LUT U OKa3bIBAET NPSMOE IUTOTOKCUUECKOE IEHCTBHUE, KOTOPOE COINPOBOXKIAETCS UMMYHO-
OIIOCPEOBaHHBIM IOBpEXIeHUEM MeMOpaH. B sape renarounta GopMupyeTcs cepALEeBU-
Ha Bupyca — siiepHblid antured (HBcore), komnoHneHThl 0001049KH — B 1iuToasme. HBV
CHOCOOEH PEIUTHIIUPOBAThCS B MOHOHYKIICAPHBIX (paronuTax. Beiaenstoniiecs B KpOBOTOK
B OCTpOil (a3e MHOEKIHH BUPYCHBIC YACTHIBI U 000JIOYKU MPUBOIAT K (HOPMHUPOBAHUIO
HMMYHHBIX KOMIUIEKCOB, CIEICTBUEM KOTOPBIX SBISIOTCS BHEIEUCHOUHBIE MPOSBICHUS
nHpexuu.

Kaununka. MakyOaimonHsiil nepuon npomoiwkaercs 60—180 nueit. B mpoxpomanbHOM
HEepHOoie BO3MOXHO Pa3BUTHE CHHAPOMA, IOJOOHOTO CHIBOPOTOYHOM Oone3Hu. B kimHMYe-
CKOIl KapTHHE Hapsy C JKEITYyXOH U renaroMmeraiueil MOryT NpUCyTCTBOBATh HHTOKCUKALIYS,
JIMXOpajKa, 3yl, TOLUIHOTA, PBOTA, HAPYIICHHS XapakTepa CTyna, 00NN B )KMBOTE, IOTEMHEHHUE
MOYH, CBETIBIA CTY (BIUIOTH IO aXOJIUH, HO, KaK IPAaBUIIO, CEPOTO I CEPO->KEITOTO IIBETa,
IIMHUCTBHIN). JKenTyxa HapacTaeT mocTeneHHo, B reueHne 5—10 gueit. O6mast npoJoKUTENb-
HOCTb JKEJTYIIHOIO Iepuoja Koaebnercs B npezenax oT 7 aHed no 1,5-2 mecsues. Jns re-
naruta B XxapakTepHbl BHEIICYEHOYHBIC MPOSBICHUS (BCIEACTBHE (JOPMUPOBAHUS UMMYHHBIX
KOMITJIEKCOB): KOJKHAsl ChIllb, apTPAJITHH, XPOHUUYECKUA MEMOPaHO3HBIN IIOMEpPYIIOHE(PHT,
Y3€JIKOBBII TepuapTepuuT, MUOKapIuT, cuHpoM ['uitena—bappe, scceHnnanbHas cMeranHas
kpuornobynuHemus [4,9,22].

MeTtoasb! uccaegopanus. Cepojornyeckasi JMArHoCcTHKA. J{1s1 1UarHOCTUKYU Trema-
TUTa B OYeHb Ba)KHBI CEPOIOTUYECKUE METObl MCCIEIOBAHUA: MPEXKIE BCEro BBIABICHHE
HBsAg (anTurena o6onouku Bupyca) u antu-HBcore-IgM (anturen x sapy Bupyca). [lon-
Hasl CepoJIoTWYecKas JAMarHOCTUKa BKIIOYaeT ompeneneHue B kposu HBsAg, antu-HBs-
antuten, HBeAg (cyObenununsl siapa Bupyca), antu-HBeanruren, antu-HBcore-anturenn,
HBV-JIHK. HBsAg (cBuaerensctBo npucytcTBust HBV B opranmsme pebeHka) ompenems-
eTcs B KPOBH B TeUCHHE 2 HEIENb — 2 MECSLEB 10 MOSBICHHUS CUMIITOMOB OOJIE3HU H CO-
XpaHsiercs B TeueHue 2—3 mecsaues. AHTu-HBs-anturena cmenstor HBsAg-anturenemuro,
BoIBISIIOTCS Y 80—90% OONBHBIX U CBUIETEILCTBYIOT O ()OPMHPOBAHUU OTHOCHUTEIHHOTO
iy abcomoTHOro uMMyHuTera. HBeAg siBnsercss MapkepoM aKTUBHOH peruIMKaIiy BUpyca
ellle O pa3BUTUS CHUHAPOMA LIUTONM3A U B IIUPOKOH KIMHUYECKON NPAaKTUKE UCHOIb3YETCs
penko. Hammuue antu-HBe-anTHTEN MOATBEP)KAAET HA3KYIO KOHTarHO3HOCTh OOJIBHOTO, HX
MIOSIBJIEHHUE MIPE/IIECTBYET BhI3OpoBIeHNI0. HBcoreAg HaXxoAsT TONBKO B TKAHH IIEYEHH, HO
Hannuue antu-HBcore-IgM nokassiBaeT Hamuuue octpoil undexuuu. Antu-HBcore-IgM
MIOSIBIISIIOTCS. OJHOBPEMEHHO ¢ MaHHdecTanueld 00Je3HN U COXPaHSIOTCS B TEUCHUE TOJa.
ITocne >nuMuHanMy BUpyca B TEUCHHE HECKOJIBKUX JIeT ompenenstoTcs: aHnTu-HBcore-1gG,
KOTOpBIE HE BBIMOJHAIOT 3alIUTHON (QYHKIUH U IOCTOSHHO (DUKCHPYIOTCS y HOCHUTEIEH.
Haubosnee uyBCTBUTEIBHBIM IIOKa3aTeseM pPEIUIMKAIUM (IPUCYTCTBUS) BUpYyca SIBISETCA
onpenenenne HBV-JIHK ¢ momomursio ITIIP.

Mporuo3. OtHOCHUTENBHO OnaronpusTHIA. HermonmHas 3nMMUHALINS BUPyCca OTMEYACTCsI
y 90— 98% HOBOpOXIEHHBIX, 50% nereit Mnaamero Bo3pacta U 5—10% B3pocIbIX.
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4.1.1.3. I'ematur C.

lematut C — aHTPOIIOHO3HOE BHPYCHOE 3200JIeBaHNE C MAPEHTEPATbHBIM MEXaHH3MOM
MHQHUIUPOBAaHUs, HAaUOOJIee YacTO MPOTEKAIOIee B BUAC MOCTTPAHC(HY3UOHHOTO rermaThTa
¢ npeoOiaganueM Oe3KEeNTYHIHbIX (OpPM M CKJIOHHOE K XpOoHHu3auuu. BoszOymutens rema-
tuta C oTKpHIT B 1989 romy, otHocutrest k PHK-conepxamumM Bupycam cemeiicTa ¢iaBu-
u nectuBupycoB. Mimeer o6omnouky (puc. 7). CepaiieBuHa BUpyca COACPKHUT OTHOICTIOUEY-
Hyto monekyny PHK. K cTpykrypHbIM OenkaM BHpyca OTHOCATCS OEJIOK HyKJIEOKarcuaa
u mmkonporenabl ooonouku (E1 m E2/N1), Kk KOTOpBIM BBIpaOaTHIBAIOTCS HEHTpaN3yIo-
mue anTutena. Bupyc renatura C UMeeT BBICOKYIO CTEHEHb MyTalluH, YTO 0OYyCIOBIUBACT
U3MeHYMBOCTH reHOTUNoB HCV 1 BO3MOXKHOCTH OHOBPEMEHHOT0 HHGHUIUPOBAHUS Pa3HBI-
MU TUIIaMHU BHpYCa.

Puc. 7. Bupyc renarura C (Wikipedia, 2015)

HIudpp no MKB-10: B17.1 — octpsrit renatut C; B18.2 - xponnueckuii BupycHslit renatut C.

Mexanusm nepegaun undexkuun. Hanbonee 3HaunMbie myTH HHQUIUPOBAHUS — Tiepe-
JIMBaHKE KPOBH U €€ MPOAYKTOB, MHBEKIINH, TeMOINAIN3, TPaHCIUTaHTAIHs OpraHoB. [1o10Boii,
BEPTUKAJILHBIN (MaTh — IJIOA) ¥ NEPUHATAIBHBINA IIyTH HE UMEIOT CYIIECTBEHHOTO 3HAYSHHUSI.

ITaTorenes. Bupyc oka3bIBaeT IpsIMOE IIUTOTOKCUYECKOE AEHCTBIE U IMMYHOOIIOCPEAO-
BaHHOC MOBPEKIACHUEC I'€NIATOLUMUTOB, PCINIMIUPYETCA B KJICTKaX CUCTEMBI MOHOHYKJICAPHBIX
(haronuToB.

Kaununka. MHKyOalMoHHbIH TIeproa autces oT 6 1o 12 Henens. B ommuuune ot octpo-
ro rernaruta A U B, mporekaeT ¢ MeHee TSDKEJIBIM IOpaKEHUEM TIEYEeHH, MATKO MM OeCCUM-
nToMHO. CHHAPOM LIMTOJIM3a BHIPAKEH YMEPEHHO (TOBBILICHUE TpaHCaMHHA3 He Oojee yeM
B 15 pa3). XKentyxa ormeuaercs y 25% OonbHBIX. BO3MOXKHBI €1a00CTh, HHTOKCUKAIINSA, 3y,
apTpaJiruy, ToJI0BHas 00JIb, TMXOpaIKka, Juapes, cluieHoMeranus. Hepenko ormedarorcst BHe-
MIEYCHOYHBIE TIPOSIBICHUS: BAacKynHT, cuHApoM LllerpeHa, cMemaHHas KpHOTIOOYITHHEMHUS,
MeMOpaHO3HO — MpoiudepaTuBHbINA ToMepyiaonedpurt [40].

Metoasl ucciaenopanus. Ceposoruyeckasi aAuarHocrnka. CamMpIM paHHUM Mapke-
poMm pemnukanuu Bupyca spisercs HCV-PHK, xotopas ompenensercs B KpoBU OOIBHOTO
metonom [TIP. HCV-PHK ¢uxcupyercst cryctsi HECKOJIBKO HEAEb Mociie HHOUIIMPOBAHHUS.
TTLP-nmuaraoctuka HCV He ucmonb3yeTcs Kak PyTHHHBIA METOJ 0OCIeTOBaHUS OOJBHBIX
c renarutoM C. B kIuHUYECKOW MTpakTHKE IJIsl IONTBEPXKASHMS quarno3a remnarura C Ooree
pacnpocrpaneHo omnpeneneHue aHTH-HCV-aHTHTEN ¢ TOMOLIBIO MMMYHO(EPMEHTHOTO aHa-
nu3a. AuTu-HCV-anturena y 60% G0NbHBIX ONpenensoTest B ocTpoi ¢asze 6onesHu, y 35% —
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ciycts 3—6 Mecaues nocie uH$unuposaHud. B pasrap GoneszHu y 6onbHbIX renaturtom C
nMeeTcs HeHOMEH «CepoIorHIeckoro okHay. Okomno 5% manueHToB, nHbHUIpoBaHHEIX HCV,
He nmeroT anTu-HCV-antuten. AnTuTeNna MOryT OTCYTCTBOBAaTh y AETEH, MOIyyaroIuX UM-
MyHOJenpeccanTsl. [Ipi momHOM U3NedeHn: Wi (GOPMHUPOBaHUN HOCHTENbCTBA aHTH-HCV-
aHTHUTEJa COXPAHIIOTCS B T€UCHHE JITUTEIBHOTO BpemeHH [40].

IIporno3. HeGnaronpusthelil. B 85% ciyuaeB rematut uMeeT XpOHUUYECKOE TEUCHUE.
OtpunarensHenii pesynsrar Tecta Ha HCV-PHK, otcyTcTBre mpu3HakoB UTONM3a U HapyIIe-
HUI QYHKIUN TIEYeHH He SBIAIOTCS MOATBEPKACHUEM MONHO AIMMUHAIIMY BUpYyCa.

4.1.1.4. T'enatut D.

I'enatut D nim renatut-aeabra (6) — BUpYCHast aHTPOIIOHO3HAA MHPEKIHS C MapeH-
TepallbHBIM MeXaHU3MoM HHpuImpoBanus. [lapeHTepanbHbI BUPYCHBIN renaTtut D BhI3bIBa-
ercst neexteiM PHK-Bupycom (carennurom) Bupyca-nomoiaiuka HBV ¢ pasmepom renoma
19 uMm. OTHOCHTCS K cemeiicTBy Deltavirus, otkyna renmatut [ u momy4un cBo€ HazBaHue [4,9].

Ba:kneiimeii ocodennocTbio Deltavirus sBisieTcs ero ooauraTHasi 3aBUCMMOCTB OT Ha-
JIMYHUsS BCIIOMOTaTCJIbHOI'O BHpPYCaA, B POJIM KOTOPOTO BBICTYIIACT BUPYC I'€liaTHUTa B. Tonsko
IIPU €T0 HaJIMYMY B OPTaHU3ME YeJIOBEKa BO3MOKHA PETUTMKALUS BO3OYAUTENSI AeNbTa-HHPEK-
IIUM, U IOTOMY BUpYC TemaTuTa D BcTpedaeTcss HCKIIOYUTETBHO B KOMH(MEKIIMU C BUPYCOM
reratuta B. ITyTu 3apaxxeHus1 CXOAHBI C TAKOBBIMU IpH renatute B. Jlenpra-renaTtur xapakre-
pHU3yeTcs TSKEIbIM TEUEHUEM.

Bupyc remarura D umeer Tpu reHoruna. I reHOTHUN TpagMLIMOHHO CUUTAETCS €BPO-
MEeHCKUM, TaK KaK yallle BcTpedaeTcs y OOJNbHBIX B CTpaHax KKHOM, LIEHTPAJIbHOU U ceBep-
Hoii EBpomnbl. Il reHoTHN BBIsIBICH Y O00NbHBIX U3 SInoHuu, TaiiBaHs U SBISETCS MPUYHUHON
6osie3Hu y xopeHHoro HaceneHus Skytuu. III renorun oGHapyxeH y OOJIBHBIX C OCTpPOH
konH(pekuuerr B [lepyaHckoit yactu OacceifHa pekn AMa30HKa, SKBaTOpUANbHON Adpuke
U TPONHMUYECKOH A3Hu.

Mudp no MKB-10: B17.0; B18.0.

Mexanusm nepenauu uHpexuuu. [lapenrepansuenii, ananoruunsiii rematuty B. Ile-
pHHATAILHOE WH(HUIMPOBAHHWE OYEHb PEIKO. BO3MOXHO OZHOBpEeMEHHOE HH(HUIMPOBAHHE
HBV u HDV (kouHdekus win cynepruH(eKius), pe3yasTaToM KOTOPOTO sBJISIETCS pa3BUTHE
ocTporo BupycHoro remaruta B+D. B pesynsrare cBoelt nedekTHOCTH (BUPYC HE UMEET CO0-
CTBEHHBIX BHYTPEHHEH 1 BHEIIHEH 000J104UeK, a TAK)Ke MOJIMMEPasbl) €ro PEeIUINKaI|s BOZMOXK-
Ha U 3aBUCHUT OT BUPYCa-IIOMOIIHHUKA, KOTOPBIM SBJII€TCS BUpYyC renarura B.

ITaTtorenes. Bupyc o6iagaeT remaToTponHOCTbIO 3a CUET O0OJIOUKH, MPEICTaBIEHHON
HBsAg. Pennmukanus Bupyca IpOUCXOAUT TOJIBKO B IeTIaTOLUTAX.

Kaunnuka. I'enatut D BcTpedaeTcs TOIBKO Y UL, HHOUIIMPOBAHHBIX BUPYCHBIM I'ellaTH-
ToM B, 1 mpoTekaer B Buzie ocTpoil KouH(ekunu wiu cynepuapexunn. HKyOannoHHbIN ne-
pHOJ B Cilyuae KOMH(MEKIIUH MPH OJHOBPEMEHHOM MHGUIIMPOBaHUU cocTaniseT oT 40 1o 200
IHel. B KiMHUUeckol KapTHHE BO3MOXKHO TOSIBIICHHE JIUXOPAIKH, O0Jieil B 00JIacTH MedeHH,
aprpanruil. Xenryxa Hepenko CONpPOBOXKIAETCS aCTEHUEH, BEreTaTUBHBIMHU HapYIICHUSMH.
Ha 15-32 nHsax Oone3HW oTMe4aeTcsi MUK MOBTOPHOTO OOOCTpEHHs OOJIE3HU, MPH KOTOPOM
aKTUBHOCTHb ACAT npeBbliaeT akTuBHOCTb ANTAT. [1pu cynepunuipoBaniu 601e3Hb HUMeET
0CTpOE Hayasio ¢ JHUXOPAIKOW, OOJIEBBIM CHHAPOMOM, HapylleHneM (QyHKIHMH medeHH, pas-
BUTHEM OTEKOB M acuuta. [Ipyr 3TOM renatut MoKeT NpruoOpeTaTh MOJTHUEHOCHOE TECUCHHUE.
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Metoabl ucciaenopanus. Ceposnoruyeckass auardHoctuka. C Lenpl0 JUArHOCTHKH
HDV-undexuuu B nepsolie 12 Henenb O0Ne3HU peKOMEHAyeTcs ompeneneHue antu-HDV-
anTtuTen kinacca IgM, B Oonee mo3muue cpoku (mocne 6 Hexenu Oone3Hu) — aHTH-HDV-
anTuTen kiacca IgG. JlokazaTenbcTBOM OCTPOro TedeHus renaruta D sBisiercss NpucyTCTBHE
HDAg n/wmu HDV-PHK B ceiBopoTke kpoBH. OcoOeHHOCTBIO Tenaruta D cunraercs crnocoo-
HOCTH BHpYCa MOIABJATh PEeIUIMKALUIO BUpyca renatuta B. B pesynbsrare B kKpoBH GONBHBIX
He oOHapyxuBator HBeAg u HBV-/IHK, tutp HBSAg npu 3TOM 3HaYMTENbHO CHUXKAETCH.
TIpu3naku BeI3HOpOBICHHS 00MbHBIX renatutoM D: ncuesnoBenue HDV-PHK, HDAg, anTu-
HDV-anTuren knacca IgM.

IIporno3. OTHOCUTENIBHO ONArONpPUSATHBIN, HO SIUMHHAILUSA BUPYCa HMPOUCXOAUT pell-
ko. [Ipu cynepundexmyu y 68% 0OonpHBIX oTMedaercs nepcucteniss HDV+HBY, cnoco6-
CTBYIOILAs IPOIPECCUPOBAHUIO XPOHUYECKOTO TeNaTUTa U Pa3BUTHIO XPOHUYECKOIO IreraTuTa
y 300poBbIX Hocuteneid HBV.

4.1.1.5. I'ematur E.

I'enatut E — anTponono3Hoe BupycHoe 3a0oseBanue ¢ hexaabHO-OpaJbHbIM MEXaHHU3-
MOM 3apakeHHs1, MPOTEKalollee NMPEeUMYIIECTBEHHO N0OpOKa4eCTBEHHO, HO ¢ OOJbIION Ya-
CTOTOM HEONAroNMpPUATHBIX UCXOJOB Y JKEHIIUH B MOCIEAHEM TPUMECTpe OepeMeHHOCTH. Bo3-
oyautenns HEV otHocuTcs k cemeiicTBy kannuuBupycoB (Hepevirus), He umeer 000JI04KH,
B COCTaB BHPYCHOW YacTHIBI BXOIAT CTPYKTypHBbIe Oenkn, PHK-monnmepasa, renmkasa, mu-
CTEHH-TIpOTea3a, MeTuwiTpanchepasza. Pasmep BUPYCHBIX 4acTHIl cOCTaBiseT 32-34 HM, FTCHOM
IpezcTaBieH ogHoHuTeBol Koqupytomei PHK. Bupyc oTHOCUTENBHO HEYCTOMYUB BO BHEII-
Hell cpeze, THOHET NPH KUIISTYCHUH, IO IEHCTBUEM aHTHCEITHKOB, OTHAKO MOXKET JTUTEIILHO
COXPaHATHCS B IPECHOM BOJIE.

Mugp no MKB-10: B17.2.

Mexanusm nepegaun uHpexkunn. ['enatut E xapakrepen st pa3BUBaIOLIUXCS CTpaH,
uMeeT (eKaTbHO-OpaJIbHBIM MyTh epeJadl, B OCHOBHOM C BOJIOH, BOSMOXEH HapeHTepasb-
Hbli (y HapkomaHoB). Onucansl ciyudau renaruta E B CIIA, Hopseruu [55], IlIBenun, Janun
(Bce marueHThl paboTaiy 3a TPaHUIEH B CTpaHax, YHAEMHYHBIX 110 renatuty E).

IlaTorenes. Perummkaius BUpyca MpoOUCXOIUT TOJIBKO B TEHATOIUTAX.

Kaununka. MlHKyOaMoHHBIH epruo JUIMTCst oT 3 10 8 Heelnb (B CpeHeM MPOAoIIKaeT-
cs1 40 nueil). B ximHMYecKoil kapTuHE NMpeoOIaatoT KeNTyIIHbIe POPMBL, Y JIeTei HepenKo
oTMeuaeTcsi CyOKITMHUYEeCKoe TeueHue [65,66,67]. YpoBeHb TpaHCAMHUHA3 TOCTUTACT MAKCH-
MaJbHBIX 3HAUCHUH B IEPBBIC YacChbl 6OJ'IC3HI/I. Brerneuenounxsie IPOSABJICHUA I'€TIaTUTa E ouens
PEIKHU U3-3a UCKIIFOYMTEIbHO BHYTPUKIIETOYHOM peIUIMKaIuK BUpyca. TsKenoe TeueHue remna-
tuta E 0TMedaeTcs y GepeMeHHbIX KEHIINWH U ACTCH MEPBhIX 2 JICT KU3HH.

Metoas! uccienopanus. Ceposoruueckasi AMarHoctuka. CeposornuecKuMu npu3Ha-
kaMu octporo renaruta E sBusiorcs antu-HEV-anturena knacca IgM u IgG u/unmun HEV-
PHK B xane. HEV-PHK omnpenensiercs B KOHIIE HHKyOaIlIMOHHOTO NEPHO/a M B TEUSHHUE OCTPOU
¢a3er renaruta. AntTu-HEV-antutena kinacca IgM BeiBisitoTCS B TeueHue 6—24-if Henmenu
orT Hauana Oose3nu, antu-HEV-antutena kiacca [gG oOHapyKHBarOTCS CIYCTs 2 HEACTH OT
Hayasa 00Je3HU U COXpaHsIoTcs 10 20 MecsLeB.

Iporno3. braaronpusaTHeld. XpOHUUYECKOE BUPYCOHOCUTENIBCTBO HE pa3BuBaercs. Jle-
TaJIBHOCTD B MOIYJSIUHU HE MpeBbIaeT 4%.
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4.1.1.6. I'enarur F.

Bo30ynurenem renatura F, Bugumo, sSBIstoTCA [Ba pa3HbIX BUPYCa, BHI3BIBAIOIINE ITOCT-
TpaHCc(y3MOHHBIH TeMaTHT, KOTOPBIE TI0 HEKOTOPHIM CBOWCTBAM OTIMYAIOTCS OT BUPYCOB Iema-
tuta B, renaruta C u renarura G [101]. Oaun u3 HUX ObUT OOHapY’KeH B 00pa3uax JOHOPCKOH
kpoBH. Jlpyroii BelneneH U3 Qekanuii 00IBHOTO MOCTTpaHC(y3HOHHBIM T'€aTHTOM: MpHU 3a-
PaXEHHH MaKaK-pPe3yCOB OH BbI3bIBAJI FEIATHT, ObLI CIIOCOOCH pa3MHOXKATHCSI B MOHOCIIOWHBIX
KyJIBTYpax KJIETOK U 110 CBOMM MOP(OJIOrMYeCKHM CBOMICTBAM HallOMUHaJ aieHOBUpYC. Bupyc
renaruta F otHocutces k JIHK-coaeprkaiium u sBIsieTcs: mpeanojaraeMbIM BO30y/IUTENIEM Te-
natuta HU -A, HU -E ¢ exanbHo-opanibHBIM Mexannu3MoM nepenaq [ 101]. Uzyuen ouens maino.

Mudp no MKB-10: B17.8.

4.1.1.7. I'enatur G.

Bupyc renatuta G (HGV) 6611 u3011poBaH B IByX He3aBUCUMBIX Jaboparopusax CIIA
B 1995 1 1996 romax, OTHOCHTCS K ceMelcCTBY (hmaBuBMpycoB, cogepxxut PHK [29].

Mudp no MKB-10: B17.8.

Mexanusm nepeaaun uHgexkuuu. [lapeHTepanbHblil (MHBEKLINY, NIEPETHUBAHUE KPOBH
nnu ee npoaykroB). K rpymnmam moBIIEHHOTO prcka HHGUIMPOBAHUSL OTHOCSTCS] HApKOMa-
HBI, OOJIbHBIE TeMOQUINEH, MEITUIIMHCKUE PA0OTHUKH, OOJNIbHBIE XPOHUYECKOW MOYEYHOH He-
JIOCTaTOYHOCTBIO M3-3a YAaCTBIX IepenuBaHuii KpoBu. YacTora BhIsABIeHUs renatuta G mero-
nom P y nereit, HAXOAAIMMXCS HAa PETYISIPHOM JUanu3e, focturaet 26,5%. HGV BeigBisioT
y 10-20% OONbHBIX XPOHWYECKMMH TelaTUTaMH, 4acTOTa HOCHUTENILCTBA B IOMYJSLMH
cocrasieT okoio 1,7%. Peruinkariys BUpyca NpouCcXoauT B IEYEHN U MOHOHYKJI€apax, BUPYC
BBIJIETISIETCS CO CIIIOHOM.

IMatorene3s. 3y4eH HeZOCTaTOYHO, BHPYC OOJIaIaeT TeaTOTPOIHBIM U TeITaTOTOKCHY-
HBIM JielficTBueM. Pemnmkanus BUpyca OCYIIECTBIISETCS B I€NaTOLUTaX MU MOHOHYKJIeapax.
MHukyGannoHHBINA EpHO HE yCTAHOBJIEH.

Kaununka. Meer mMsrkoe TeueHHWE ¢ YMEpPEHHBIM MOBBIMIEHHEM TpancamuHa3. Hop-
MaJIbHble OMOXMMHYECKHE I0Ka3aTeld MOryT ObTh y 75% mnaunueHToB. Bo3MokHO pas-
BHTHE XOJIECTAaTHIECKUX (opM C BBIpaXEHHBIM IIOBBIIIEHHEM MLIETOYHONW (ocdarassl
U Y-IIIOTaMUITPAHCIIENTHAa3bl. BHENEUeHOUHbIE MTPOSABICHUS HE XapaKTepHbl. B ennHuy-
HBIX CIIy4asX OTMEUYaeTCsi MOTHUEHOCHOE TeUEHHE TeNaTUTa UM XPOHUYECKOE, C Pa3BUTHEM
¢$hubpo3za.

Mertoas! ucciaenoBanus. Ceposiornyeckas fuarHoctTuka. /luarsos renarura G non-
TBepkaacTcs ¢ nomorpo [P (o6Hapyxenuem B kposu HGV-PHK). Ceponoruueckue Meto-
JIbl IMATHOCTUKH /IO HACTOSIILIETO BPEMEHH HaXOASATCS B CTA/IMU Pa3pabOTKH.

Iporuo3. Yacto nprodpeTaeT XpOHUIECKOe TeUeHHE, 0COOCHHO MPH HATMIUH (POHOBBIX
3a0os1eBaHuil IedeHn. YacToTa BBI3AOPOBICHHS, PUCK PA3BUTHS MEUCHOUYHOW HEIOCTATOYHO-
CTH HE YCTaHOBJICHBL.

Pe3tome. BupycHble remaTtutbl He HMMeIOT NATOTHOMOHHYHBIX XAPaAKTePUCTUK
KJIHMHHYECKOr0 TeuyeHUs] M THCTOJOTMYeCKOll KapTHHbI nmopa:keHus nedeHu. Ioatomy
NOJIHBIA JHMArHo3 BUPYCHOIO IeNaTuTa MOKeT ObITh MOCTABJIEH TOJIBLKO HA OCHOBAHHH
cnenuuYecKUX Ja00PaATOPHBIX TECTOB.
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Ta6auua 10

OueHka cTeneHy aKTHBHOCTH XPOHMYeCKHX BUPYCHBIX renaTuToOB
(B.H. Tumyenko u coasr., 2005)

CreneHb aAKTUBHOCTH

Iloka3aTesanb AJAT N0 OTHOLIEHHIO K HOpMe

OTCcyTCTBHE aKTUBHOCTH <15
MunumanbHas 1,5-2,0
Huskas 2,0-5,0
Ymepennas 5,0-10,0
Bripaxennas >10

Ta6auna 11

OHeHKa THKECTH XPOHUYECKOI'0 BUPYCHOI'0 renaTuta ¢ MUTOJTUTUHICCKAM CUHAPOMOM
(B.H. Tumuenko u coasr., 2005)

AJAT AabOymuH/
Crenenb Ileuenounas (1o oTHOmeHMI0 | TOGyIHHOBLII HPUOTPOMﬁl/IH(?-
TS2KeCTH | 3HUedasonaTus BbIil uHAEKC (%)
K HOpMe) HHJIEKC
Jlerkas Her 2H 2,5 > 60
Cpenneit
TIKECTH ++ 3-4H 2,4-2.0 60-50
Tsxenas +++ >5H <2,0 <50
Ta6auma 12

OueHKa TSAKeCTH XPOHUYECKOT0 BUPYCHOI0 renaTuTa ¢ X0J1eCTaTHYeCKUM CHHIPOMOM
(B.H. Tumyenko u coasr., 2005)

Taoauna 13

CHe].[l/I(l)PI‘leCKl'le METOAbI na()opaTopﬂoﬁ AHATHOCTUKH XPOHUYECCKHMX BHPYCHBIX I'€nnaTuToB

(B.H. Tumuenko u coasr., 2005)

BapnaHT remarurTa

Ilepuon

CepoJslornueckue MapKephbl

XpoHnyecKuit
rernarut B

Ob6ocTpeHue

HBsAg (+)
antu-HBc IgM (+)
antu-HBc IgG (+)

HBeAg (+)

Pemuccust

HBsAg (+)
antu-HBc IgG (+)

PeruinkaruBHas daza

HBsAg (+)
HBeAg (+)
aatu-HBc IgM (+)
antu-HBc IgG (+)
MLP HBV JJTHK (+)
AnAT B 1,5 u 6onee pa3
BBIIIIE HOPMBI

HocurenbctBO
(uHTerpaTHBHAs (a3za)

HBsAg (+)
antu-HBc IgG (1)

ITIP HBV JJHK (-)
ATNAT npeBHIIIal0T HOPMAIIbHEIE
rokasareisiu He Ooinee 4yeM
B 1,5 pa3a

XpoHndeckuit
rerarut C

Crenenpb Buaupyoun AJAT Hlesounasn ITTI
TAKECTH 3yn MEkMoJIb/1 (0 oTHome- docdaraza ME/ma
HHIO K HOpMe)
Jlerkas + <100 2H i > 100
Cpemusist | ++ 100-200 3-5H i 100-300
Tsaoxenas | +++ >200 >5H i > 300
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Ob6ocTpeHue

Anatu-HCV IgM (+)
Antu-HCV IgG (+)
IMIP HCV PHK (+)

Pemuccust

Ant-HCV IgM (-)
Antu-HCV IgG (+)
IIP HCV PHK (+)
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Tadnuua 14
Kputepun TsizkecTH BUPYCHBIX FeNaTUTOB Yy J1eTeil
(B.H. Tumuenko u coasr., 2005)

Knnnuueckue kpurepuu

Ta6auna 15

JuddepeHunaibHO-THATHOCTHYECKHE MPH3HAKHA BUPYCHBIX IeNaTHTOB Y AeTei
(B.®. YuaiikuH u coast., 1994)

I'emop-
Cunapom paru- Pasmepsbl neueHu
unToken- | OTeUnbId | o | uaaGoparopubie KpuTepun
CHHIPOM
KaHH CHH-
ApoM
= = :
) =
Crenenb 2 =l s 52 o =2 =
TSKECTH E =g e | & < S 5 =
HREE =| E|2¢ |<5.| £ |2
2] - d
sElz|E|5|5|e| Bl 2|23 2| £ | &
SE|ls|=|e|d| 5| 5| 2| &xE| 52 = Eo
~ g 2 £ E =l < = e -S>l 9 g- = - %
=} A = @ | < 2 -] 2 &= E > = © =
s 5 =l o =% S > s
= % S| @ 2 a 1y
S| £ = 2 2
g 5| = Zz | 2¢ 29 = =
3 2 2T | =8 = 2
= =) Q Ao = =3
= = =
Jlerkas + <em | 15 [ <gs | 120-
pa3 80
15— -
Cpennsis + + |+ + 2-5cMm >-30 | 8 80-60
pa3 170
30-50
Tsoxenast + |+ ++|[+]+] + ] + | >5cm | pasu | >170 | 60-40
Gonee

Jnarnocru- . " . ., "
Bupycubiii | Bupycnsiii | Bupycubiii | BupycHbiii | BupycHbrii
YyecKHe NMpHu-
AHAKH renatut B | rematur A | remarut C | remarur E | remarur D
Bce Bo3-
Bce Bo3- Bce Bo3-
Bospacr 60mb- Crapie pact- Crapie
pacTHbIe pacTHbie
HBIX roza HBIE TPYIIIBI roza
TpYIIIBI IpYIIIBI
Huxybamon- 2-6 mec. 1445 nueit 2HEL. =3 | g 45 JHEH 2 Hep. -
HBII TIepHOJT Mecsia 3 mecsna
Hauauo 3a60- [Tocrenen- Ilocrenen- Yacro
Octpoe Octpoe
JIeBaHUA HOE HOE ocTpoe
MaTokcukanus
OKCHEATT Cnabo BbI- Cnabo BbI- Cnabo BbI- Yacto BbI-
B IIPE/KENTYII- Bripaxena
paxkeHa pakeHa paxkeHa pakeHa
HOM TIepHoJIe
MNuTokcukanmst C1360 BbL- OrtcyrcrByeT | OTCYTCTBYET
B JKEITYILIHOM Bripakena AKCHA Wiy cnabo iy cnabo | Breipaxena
nepuone p BbIpa)keHa BbIpa)keHa
(0)31113 Mosxet 6b1Th | OTcyTcTByeT | MokeT ObITh | OTCyTCTBYeT | MOXKET OBITH
Jlerkue
Yame cpen- Jlerkue 1 Ges- Tsoxensie
TsokecTh 3a00- | HeTsDKeTbIe u cpen- Jlerkue dop- U 3J10-
JKEeNTYIIHbIC
JIeBaHUs U TSDKEIble | HeTshKelnble bopMB! MBI Ka4yeCTBCH-
(hopMbl (dbopmbl P HbIE (POPMBI
JlmuTenbHOCTh
Oxono
JKENTYIIHOTO 3-5 Hen. 1-1,5 nen. 2 Hex 1-2 Hen. 2-8 Hen.
rnepuona ’
Hepenko
®dopMupoBaHUE | MEPBUYHO- Yacro,
XPOHUYECKOTO XpOHHUYE- Her B 20- 50% Her Yacro
rernarura CKMH rema- Clly4aeB
TUT
HBsA,
HBsAg, pon
JIOTUYE- HBeA Ant-HA .
Ceponoruie e, V| Anu-HVC | Amtu-HVE | HBe, HDV
CKHE MapKepbl antuHBc IgM A
IgM g, aHTH-
HDV IgM
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Ta6auna 16

OueHka TAXKeCTH XPOHUYECKOT0 BUPYCHOI'0 renaTuTa ¢ ayTOMMMYHHBIM CHHAPOMOM
(B.H. Tumuenxo u coasr., 2005)

AJAT (110 AnbOoymun/ AHTHTEJIA
C r100y1u-
Tenens Aprpanruu oTHOMIE- HOBBIIi .
THKECTH HHUIO K03(- K rnankoii K xierkam
K HOpMe) duumenT MYCKYyJIa- -
Type
Jlerkas + 2H 2,5 + +
Cpennersixenas ++ 3-5H 2,4-2.0 ++ ++
Tspxenas ++ >5H <2,0 +++ +++

VY4uuTeIBas aKTyallbHOCTh XPOHHYECKOTO TEUEHUS BUPYCHBIX TEIIaTHTOB, B OIIEHKE COCTO-
siHASL peOCHKAa HEOOXOMUMO YUYHUTHIBATH aKTHBHOCTH OOJIE3HH, €€ TSIKECTh U BBIPAKCHHOCTH
CHHIpOMa TeNaToIUTOoNN3a, Xonecrasa (taon. 10, 11, 12, 13, 14, 15, 16).

4.1.1.8. TenaTuThl, BbI3BAHHbIE IPYTUMH BHPYCAMHU.

He uMEIOT BO3pacTHBIX OTpaHWYCHH, BCTPEYAIOTCS W B HEOHATANBHOM MEPHOIC.
XapakTepHbIMH MPU3HAKAMH SIBITIOTCS BBIP)KECHHAS remaroMerainus (0 5 cM U3-TIoj Kpast
pebepHoil yr'd y HOBOPOXKACHHBIX), JKENTYIIHOCTh CKIEp, Pa3sBUTHE TPOMOOLUTONECHHH,
YBEJIMYCHHE MPOTPOMOMHOBOIO BPEMEHH, AKTHBHPOBAHHOTO YACTHYHOIO TPOMOOILIa-
CTHHOBOTO BPEMEHH, BBICOKHI yPOBEHb CHIBOPOTOUYHBIX JI-AMMEpPOB, MOBBILICHHE YPOBHSI
C-peakTiBHOTO OeJKa, menouHol Gocdarassl, ATAT, AcAT. Hepenku ciiyyan aHeMHUH.

OCHOBHBIM METOIOM HCCJICIOBAHUSI SIBJSICTCS. BUPYCHASI THArHOCTUKA. [[pHBOANM KITH-
HUYECKHUI MIPUMeED remnarura y pebeHKa ¢ OCTPBIM TeYeHHEM HH()EKIIMOHHOTO MOHOHYKIICO3a.

Knnnnvecknii npumep Nel. Brinncka u3 ucrtopun 6one3nu pedénxa C.

Anamue3 xu3uu. Poquncs 10.02.2012 r. ot nepBoii 6epeMeHHOCTH, TpoTeKaBIeil 6e3
TOKCHKO32a M TecTo3a. PoJibl B CpOK, reCTallMOHHbIN Bo3pacT npH poxkaeHuu — 40 Hexenb. Mac-
ca npu poxxaenun — 3500,0 1, amuna — 52 cM. B pojiome npoBeneHa BakupHanus renatut B
n BCG. Bce mocnenyomye mpuBHUBKH MPOBOIMINCH COMIACHO TPHUBUBOYHOMY KaJlCHIAPIO.
Ha ecrecTBeHHOM BCKapMIIMBAaHUH HAXOIUIICS 10 2-MECSIYHOTO Bo3pacTa. Jlo HaCTOSIIEro Bpe-
MeHHu He Oonern. [IcMXoMOTOpHOE pa3BUTHE COOTBETCTBYET BO3PACTY.

Anamue3 3a60JieBanus. bonen ¢ 16 nexabps 2014. 3aboeBanue HAYaI0Ch C KAIUIS, PU-
HUTa, O6e3 moxbeMa Temreparypsl. CortacHO Ha3HAUSHUIO YYaCTKOBOTO Bpada, momydan ¢e-
MOKCHH. 25 nexa0Ops Ha KOKe JIMIa, BEPXHEH 4acTh TPyaH MOSBUIIACH IIATHUCTO-HAIyIe3Hast
CIIMBHAS CBHINb, TEMIIEpPaTypa He MOBHIIIaNachk. bbuta BbzBaHa «CKOpask MOMOIIb», BHYTPH-
MBIILIEYHO BBEAEH CYNPACTHH, MONOKUTEIHHON JUHAMUKH CO CTOPOHBI KOXKHBIX IIOKPOBOB HE
OBLIO, HATIPOTHB, YEPE3 HECKOJILKO YaCOB ChIIb YCHUIIMIIACH, PACTIPOCTPAHUIIACH HA KOHEYHOCTH,
nepenHiolo Oprominyo creHky. [To «Ckopoit momomm» 26 nexadpst 2014 nocrasiieH B O0IbHULLY.
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[Ipu nmocTyrieHun cocTosiHuEe — cpeHell TshkecTH. JKamyercst Ha OO P IOTaHMU.
B serkux BBICIYIIMBAETCS KECTKOE JIbIXaHUE, XPHUIIOB HET. M3 Hoca CIM3UCTO-CEepo3HOe
ornemsieMoe. Ha koxe nwma, Tpydau, >KHBOTa SIPKO-PO30Basi MSTHHCTO-TIAITYJIE3HAs CIIHB-
Has cblb (puc. 8). HekoTopbie 2JIeMEHTHI ChIIKU ¢ TeMOPParu4eCKM KOMIIOHEHTOM HMEIOT
CUHIOIIIHYIO OKpacKy. 3€B TMIEPEMHUPOBaH, MUHJIAIMHBI YBEIMYCHbI, HA MUHAAJIMHAX HAJET
cepo-0esIoro 1BeTa, MECTaMHU CIIMBHOM, B OCHOBHOM B BHJIE OCTPOBKOB. ['ontoc rpomkwuii. [Tass-
MUPYIOTCS MOUEIIOCTHBIC JIMMGOyY3Jbl 10 1,5-2 cM, Gosblie cripaBa, npu najibnanud 6e300-
JIe3HCHHBIC, TTOBMWKHBIC. [IET HEOXOTHO. JKUBOT MSTKHH, NOCTYIEH ITyOOKOH Majblaluu,
neyeHpb +2,5-3 cM, cene3eHKa 1o Kpar peOepHOil JyTry.

OO0uuit aHATN3 KPOBH:

MoHo-
Hara | Tem. | Op. | Tpom6. | Jleiik. | uykne- | /s | ¢/a | Jlumd. | Mon | Doz | COD
apsl
28.12.14 | 109 | 4,24 | 304 14,5 0 39,3 51 9,7 13
30.12.14 ) 113 14,29 | 279 18,0 40 5| 26 17 11 1
04.01.15 ] 119 | 4,64 | 352 11,9 1 3] 35 35 26 8

OOmuii anaan3 Moun oT 30.12.14: 6e3 mMaToJOrHYECKUX U3MEHEHHIA.
buoxumuyeckuit aHanu3 KpoBH:

Iloxasarens 29.12.14 Hopma
OO0t GrTHpyOoHH 5 2-21 MKMOJB/TT
OO6uwmii 6e10k 64 54-87 r/n
MoueBuHa 2,4 1,8-6 MMoOIIB/1
Kpearunun 33 35-115 MxMonB/1
AcATt 30 5-37 en/n
AnAt 116 5-42 en/n
Jiar 931 0-480 en/n
K®K 35 24-229 en/n
1] 359 114-935 en/n
Keneso 6,4 6,3-30,1 MKMOIB/
Kanpiuit 2,2 2,15-2,57 Mmmoas/a
CPb 11,8 0-20 mr/n

W3 mpuBeneHHOro mpHMepa BHIHO, YTO y pedeHKa HMeNl MEeCTO CHHIPOM TemaTo-
LUTOJIN3a, aKTHUBHOCTb rernatura ObUla HU3KOW (HOBbIIEHHE AJNAT MeHee, yeM B 3 pasa
10 CpaBHEHHIO ¢ HOpMoOH). TedeHne MOHOHYKIIE03a XapaKTEPH30BaJIOCh MOSBICHUEM CHITTH
(puc. 8), 4TO, BO3MOXKHO, OBLIO CIIPOBOILMPOBAHO Ha3HaUeHHEM (prieMokcrHa. V3BecTHO, UTO
y Iereit ¢ HHPEKIMOHHBIM MOHOHYKIIE030M BO3MOXHO pa3BuTHe renarura [105].
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Puc. 8. Octpoe TeueHne nHPEKIIMOHHOTO MOHOHYKIIe03a y peOeHKka 2 jet. [‘enarur.
Tleuens +2,5-3 cm. AnAr — 116 en/n. Dx3anrema

4.1.2.AyTONMMYHHBI# TenaTur.

AytoummyHHbIi renatut (AWID) sBisiercs TsDKENBIM XPOHHYECKUM BOCHAIUTEIBHBIM
3a00JIeBaHUEM TICUCHU HEU3BECTHOM ATHOJIOTHH, KOTOPOE BCTPEUYACTCS KaK y JETeH, TaK U Y
B3pOCIbIX. J[narHo3 6a3upyercs Ha XapaKTePHBIX THCTOIOTHYCECKHUX, KITMHUUECKUX, OHOXUMH-
YECKUX M CEpOJIOTHUECKUX MpHu3HaKax. Bexymmmu kpurepusmu AUL SABIAIOTCS rTUNIEPUMMY-
Hor100ynuHemus (3a cyer 1gG), HamMune NUPKYITUPYIOMINX ayTOAHTHTEN U TIOJIOKHTEIbHBIN
OTBET HA MMMYHOCYIPECCHBHYIO Tepanuio. Yaie OOJCIOT IEBOYKH W JKCHIIMHBI. Yactora
AWT B cpenuem cocrasisiet 1/100000-1/200000 nacenenust [79, 86, 96].

Knunnyeckue npossnenus AL omnyatorcst 00IbIIONH reTeporeHHoCTh0. ['enarut mMo-
JKeT UMETh JIUTUTEJIbHOE TCUCHUE C TIEPUO/IaMH CHIDKCHHS U HapaCTaHUsl aKTUBHOCTH.

Knununyeckas ManudecTanns pa3jinyHa: OT aCHMIITOMATHYECKOTO TEUCHUS OOJIe3HH 10
TSDKEJIOTO TelaTHTa C XKENTYXOH M JaKe 10 MOJIHHEHOCHOTO TE€YEHUs, TpeOyIoIero TpaHc-
riaHTanuu nedeHu. OOIUM HeceHU(pHUECKUM KIMHUYECKHM CHMITOMOM SBIISIIOTCS apT-
payiruu B 00JacTH MENKHX cycTaBoB [19, 21, 41, 49, 79, 86, 96, 103].

MIn¢p no MKB-10: B17.8

Hecnemnpuueckne cumnromsr AU

* YTOMJISIEMOCTb,

¢ COHJIHBOCTb,

* apecresuy,

* aHOpEeKcus,

* TOIIHOTA,

¢ 0OJIU B )KUBOTE,

* CyXOCTb KOXH,

* 3yn,

* nuxopajka (B 21% ciydaes),

* BUTHIIUIO,

* aCIIMT U OTEKHU.

Ocmotp GonmpHOro AWIT MOXeT HE BBIABUTh HHUKAaKUX CHUMIITOMOB, HO TIemaroMmera-
TSI, CIJICHOMETaJIHsl, JKeJTyXa TPeOyIOT MUCKIIIOYEHHUsS] XPOHHUYECKOrO 3a00JIeBaHHS IIEYCHH.
Y GONBHBIX € XKeNTyXoW OMIMpyOHH peako npeBbiaeT 110 MKMOIB/J, T.¢ SPKO BBIPAKCHHOM

40 TIncddepenuyanbHas JUarHOCTIKA TelIATOMET/INIT Y [ieTeit

JKETYHIHOCTH KOXKHOTO IOKpoBa y 60ibHbIX ¢ AT, kak npaBuiio, He ObiBaeT. Hauano Gones-
HU BO3MOXKHO 3aJ10JIT0 10 KIIMHUYECKOH MaHudecTanuy. TO NOATBEPKAACTCS TUCTONOTHYe-
CKHUMH HCCIIE/IOBAHUSIMH, KOTOPbIE ITO3BOJIAIOT OOHAPYKUTh MPU3HAKH XPOHUYECKOTO IeIaTH-
Ta, puopo3. ['mcronorndeckue nannsie npu AUL He UMEIOT ClieIU(PUUIESCKUX XapAKTEPHCTHK
W CXOIIHBI C JPYTMMH BapHaHTaMH XpOHWYECKHX 3a0oseBanuii neuenu (puc. 9, 10).

XpoHuueckue 3200/ eBaHUsA NeYeHU, MMEIOLHE CXOIHbIe THCTOJIOrHYecKUe H3MeHe-
nus (Krawitt E.L. et al., 2008):

* ayTOMMMYHHBIH T'€lIaTHT,

* TEPBUYHBIN OWIIHAPHBII LUPPO3,

* XPOHUYECKHUI BUPYCHBIN TeHaTuT,

* XpOHHWYECKHH remarut B,

* xponudeckuit renarut C,

* XPOHHMYECKHUIl renaTuT JeIbTa,

* XPOHHMYECKHUI I'eNaTHT, BbI3BAHHBIM APYTUMH BUPYCaMH,

* XPOHMYECKHH IenaTuT, NHAYLHPOBAHHBIH JIEKaPCTBEHHBIMU CPE/ICTBAMU,

* nedUUUT G1-aHTUTPUIICUHA,

» Oosie3nb BuiibcoHna,

* IpaHyJIOMaTO3HbII I'eMaTuT,

* TeNaTUT NPHU CUCTEMHON KpacHOM BOJIYaHKE,

* AJIKOTOJIbHBINM CTEaTOrenarur,

* HEAJKOTOJIbHBIN CT€aTOTEeIaTHT.

Puc. 9. MndunsTpariBHbIC H3MEHCHUS [ICYCHHU NIPH Ay TOMMMYHHOM T'eIIaTHTE
(Krawitt E.L., 2008)
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Puc. 10. Craguu nporpeccupoBaHus THCTOIOTMUECKUX U3MEHEHUH NEUEHU y OOJIbHBIX
C ayTOMMMYHHBIM TeTIaTHTOM

A — uHOUIBTpanusa TUMPOIMTAMH, TTIA3MaTHIECKIMH KIETKAMH 1 03UHO(UIaMH
y 16-11eTHEH 1EBOUKH C ay TOMMMYHHBIM I'€lIaTUTOM, BHISIBICHHBIM B IIEPUOA ITpHeMa
MHHOIMKIIAHA.
B — mH}mIBTpannAIMMQoMTaMIH IIIa3MaTHYe CKUMHAKIIETKAMH, PA3BUTHETPAHYIIEMEL
C — undunpTpanus tumdounTamy, miasMaTHIECKUMH KJISTKAaMH U 303MHO(UIA-
MU, AUCTPOGHUECKHE U3MEHEHHUS TENIaTOLUTOB.
D — uuppo3 npu ayroummynnoM remnarure (Krawitt E.L., 2008).

Hawmuoro yaiue, uem apyrue 0osibHbIe renatutoM, nauueHTsl ¢ AU uMeroT Tupeonaut
XammnMoTo, I3BEHHBIH KOITUT, caXapHbIi 1uadet | TrIa, HennaKuio, BATHIATO, PEBMaTOH THBIH
aptpurt, cuaapoM lllerpena, CHCTEMHYIO KPAaCHYIO BOTYAaHKY, PEBMaTHYECKYIO MTOJTUMHAITHIO,
kpanuBHULly. Berpeuatorcst coueranust AUI ¢ 6onesnpio KpoHa, ayTOMMMYHHBIM TaCTPUTOM,
KOJUTar€HOBBIM KOJIUTOM, HapylIieHHeM (QYHKIHU THnodu3a, CapKou030M.

Y4uThIBas TETEPOTCHHOCTD KIIMHUYECKUX MpU3HakoB AUT, y OOJBHBIX HOJIKHBI OBITH HC-
KITFOUCHBI BUPYCHBIC U TOKCUYECKHE TeIaTHThI, SKCTPaNedeHOUHass 0OCTPYKIUS, IEPBUYHBIN
OuIIMapHbIil LUPPO3, TIEPBUYHBIN CKIEPO3UPYIONIMK XOIAHTUT. M30IMpOBaHHOE MOBBILICHHE
AcAT u AnAt nenaet HeoOXonuMbIM npoBeeHue auarnoctuku AUT [41, 103].

B ocHoBe knaccudukanyu AUT nexuT BBISBICHHE ayTOMMMYHHBIX aHTHTEIN, HAJTMYUE
KOTOPBIX IIO3BOJISET OIIPE/IENIUTD /IBA BapUAHTA IeNaTHUTa.

Jns1 ayTOMMMYHHOT0 renatuta 1 THIAa XapaKTepHO HAJUYHUE CJIeAYIOIMIMX AHTHTE
(Krawitt E.L., 2008):

* aHTUHYyKJIepHbIE (ANA),

* aHTHUIIaJKOMBbIIIeuHbIe (SMA),

* aHTHAKTHHOBBIC (AAA),

* aHTHTENa K pACTBOPUMOMY aHTUTCHY MIEYSHHU U MOPKETyA0uHOH sxenesbl (SLA/LP),

* aTUNHWYHbIE NEPUHYKJICAPHbIE aHTUHEHTPO(QMIIbHBIE LUTOIUIA3MAaTHYECKUE aHTHUTENA

(PANCA),

* aHTHMHUTOXOHJpHANbHBIC aHTHTEeNa (AMA).

IIpn ayTOMMMYHHOM TenaTuTe 2 THNA ONPeAeSSIOTCA CJedylole ayTOaHTUTea
(Krawitt E.L., 2008):

* ayTOAaHTHTENa K MUKpOCOMaM TedeHu u nouek (ALKM-1),

* ayTOaHTHTeJa K IEYEHOUHOMY LIUTO30JIbHOMY IpoTeuny (ALC-1).
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UYacrora BbIsiBIIEHHs ayToaHTUTeN He npeBbimaet 30%, Bcnencrsue 3toro auarao3 AUT
HE MOXKeT 0a3UpOBaThCs TONBKO Ha ONpPEAeIeHHN ayTOAHTUTEN. Bpada-niequarpa JOJHKHO Ha-
CTOpa)XMBaTh HAJIMUUE HECTICIU(PUUIECKUX CHMIITOMOB OOJIE3HH B COUETAHUU C MOCTOSTHHBIM
MOBBIICHHEM (epMEeHTOB AJTAT u ACAT, KOTOpbIE HEPEKO HEHAMHOTO OTJIMYAIOTCS OT HOP-
Mbl. B HEKOTOPBIX CilyyasX peasbHbIM IOJITBEPKICHUEM ayTOMMMYHHOIO Te€llaTUTa SBISAEeTCS
MOJIOKUTEINIbHASL PEaKLIMsl HA UMMYHOCYITPECCUBHYIO TEPAIUIO 1 OMOTICHS TICYCHH.

JlnarHoctiyeckue KpUTEpUH ayTOMMMYHHOTO rernaruta Opuid paspabotansl MexayHa-
PpOIHOM TpyNIoi Mo U3y4YeHHI0 ayTOMMMYHHOTO renaruta u MexayHaponHoi Accornuanneit
10 U3y4YeHHUIO 3a0osieBaHui niedenu [79, 96].

4.1.3. I'mnep303uHOGUILHBIN renaTur.

I'nnepaozunoduabueblii cunapom (HES). [lnarnocTnueckuMu KpUTEPUSIMU HIAONIATH-
YECKOTO THIep303uHodmiIbHoro cunapoma (HES) sSBIsIOTCS: nepcucTHPYIOIIas THIIEPI03H-
Hodumus Gonee 1500/MM3, OTCYTCTBUE TIPUUMH JJIS 03MHO(DUITMM, BOBICYEHUE PA3THUHBIX
opraHoB u cuctem [39, 104]. B 100% ciydaes HES BbIABIAIOTCSA reMaTonornyeckue u3me-
HeHus, 64% - HeBposoruueckue, 56% - KOXHbIN cuHApoM, 54% - KapIMOBaCKYJISpHbIE HApY-
menus, 40% - myneMoHanbHbIE, 32% - nopakeHue neueHu, 26% - puHUTHI U cuHyCcUTHl. Hau-
Oonee xapakrepHbiMu st HES cumntomamu siBASIFOTCSL €1a00CTh, YTOMIISIEMOCTb, Kalleilb,
JICITHOY, MUAJITUH, aHTHOHEBPOTHUYECKHH OTEK, CBIMb, JINXOPAIKa, PUHOpESL.

IMopa:keHue meyeHH, KaK MPaBUJIO, NPOSIBJIAETCS XPOHHYECKUM AKTHBHBIM rerna-
THTOM C Pa3BUTHEM J03HHOQMILHOH HMHOWILTPANNH, AeTPAHYJIANHEH IeNaTONHTOB U
renarouuToau3om (puc. 11).

Puc. 11. Xponuyeckwuii aktuBHbIi renarut npu HES[33]

K coxxanenuio, TMarHoCTUKa rerarura y AeTeid 1 yTOYHEHHE ero PUYMHBI HEPEAKO Obl-
BalOT 3aTpyAHEHbL. IIpUBOAMM KIMHUYECKUH IpUMeED IrenaTuTa y Majabuuka 12 jer.

Knnnuvecknii npumep Ne2. Brinucka u3 ucropun 6one3Hu pedenka H., 12 ger.

C 2008 roma ctpagaer caxapHbiM nuabetoM | Tuna (IaBHOCTH 3a00JIEBaHHS K alpeto
2012 rona cocrasuia 4 roga). Ilonyuaer HoBopanua (25 en/cytku) u nesemup (12 en/cytkn),
JHEBHHUK CaMOKOHTPOIIS BENET HEPETyIApHO, JacTo HapymaeT Auery. [lo3y MHCyNHMHA KOH-
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TponupyeT camocTosTenbHo.B Teuenne 2011 rona 4 paza Haxomuics Ha CTAIMOHAPHOM Jie-
YEHHUH B CBSI3U C COCTOSIHUEM JEKOMIIEHCAIMU C KeTOAlUA030M, ocaennuit pas B 2011 rony
ObUI TOCIUTATN3UPOBAH B MOPO30BCKYIO ETCKYIO KIMHUYECKYIO OOJIbHULY, I1Ie€ HaXOAUICs
¢ 30.11.2011 mo 7.12.2012. Ilpu obcnenoBaHuM BhIsSBIEHA renaromeranus (+3 cM U3-1I0OJ
Kpasi peOepHOil 1yru), moATBepkAeHHas pesynbraramu Y3, Pasmepsl neyeHu mo JaHHBIM
VY3U cocrasnsnu 147 mm (npaBast 1ois1) U 72 MM (JeBast o). buoxumuueckue nokasarenu
(3a UCKITIOYEHUEM TUTIEPIIIMKEMUH) OBUTH B TIpeeNax HOPMbL. MaBIHK ObUT BBITHCAH C THa-
raHo3oM: «CaxapHslii quader [ Tumna, 1TaBHOCTH 3a001eBaHus — 3 TO/1a, CTa/AUs JICKOMIICHCAIIUN
¢ kero3oM. ['enaronarus. Jlunoruneprpodun. JJuCKUHE3HS KETUEBBIBOSAIIUX Ty TCH».

29.03.2012 pe6énox BmepBbie noctynuia B TATI'B ¢ muarHozom: «CaxapHblid nuaber
I Tuma, cragus nexommnencanuu. Keros. Tematonarus». Ilpu ocMmorpe obOpamaer Ha cebs
BHHUMaHHUE renaroMeraius (HIKHUHA Kpail nedeHu +12-14 cm), )KMBOT yBeNHUYeH B o0beMe,
0O0JIE3HEHHOCTH TIPH MaJbIIAllMH HET, HO NTyOOKas MaJibIalus BeI3bIBAET y peOeHKA HENPUST-
Hble omrymeHus (puc. 12). YnsrpasBykoBoe uccinenosanue 30 mapra 2012 roga noaTBepIuIo
reraToMeraiio: iepeHe-3aIHui pa3mep npaBoit momu — 148,4 mm, neBoit — 80,4 MM, iepBo-
ro cermeHTa — 25,5 MM. CocyauCTHIii pHCYHOK 00emHeH. Pa3zMepsl MomKeyI0qHOM sKeNe3bl
TaKKe YBEIMUYEHBI, CTPYKTYpa HEOXHOPOIHA.

Puc. 12. Tenaromeranus y peOeHKa ¢ caxapHbIM AHa0ETOM U TeIIaTUTOM.
HwkHuit kpaii edeHn BBICTYTIAET 3a IIPeiesibl peOepHOi yTu Mo CpeIHEKIIOYUYHON INHUH
Ha 14 cMm. BepxHss rpanulia neueHu — 3-e Mexpe0epbe 10 [IPaBoil CPeANHHO-KIIOUNYHON
nmuHuM (OonbHUIA uM. 3.A. banuiseBoi, sHAOKpUHOIOrHYEeCcKoe oTaeeHue, 2012)

B 6uoxummuaeckom ananuse kpoBu oT 30.03.12 BeIsIBIIEHO TOBBIIIIEHHE YPOBHS 0OIIETO
Ommpy6uHa 110 41 MKMOJIB/J, YpOBEHb IIPSMOT0 OMIHpyOHHA cOCTaBUI 9 MKMOMB/I (22% oT
YpOBHs 00111eT0), 1esiouHas gocgaraza — 641 en/n (npu Hopme 64—258 en/m). Takum oOpazom,
MMEJIH MECTO IPU3HAKU XO0JIECTa3a y peOeHKa ¢ caXxapHbIM AMAa0ETOM M BBIPa)KEHHOI remnaro-
Merajaye, HO IIpH 3TOM YpoBeHb ANAT U ACAT B NepBOM OHOXMMHUYECKOM aHAIN3€ KPOBU
Obu1 B mpenenax HOpMbI (9 en/n u 5 en/n coorBercTBeHHO). KpoMme mepeunciieHHbIX mokasa-
TeJielt ObUI MOBBIIICH YPOBEHb JINIIONPOTENIOB BEICOKOIT ToTHOCTH (1,1 MMOJIB/1 TIpH HOpMeE
0-0,9 mmomb/11) 1 Heopranmdeckoro gocdopa (2,0 mymons/n mpu HOpMme 1,13—1,45 Mmons/i).
B noeropHOM OMOXMMHUYECKOM aHan3e KpoBH OT 4.04.2012 oOHapyKeHO HapaCTaHUE YPOBHS
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AnAT n AcAr 1o 360 en/n u 313 en/n coorBercTBeHHO. CHHIPOM I'eNaTOLUTONN3a COXPAHSLII-
Csl B TCUCHUE BCETO I€pUOaa HpC6I)IBaHl/Iﬂ pC6CHKa B KJIMHHUKE C TCH[[CH]J,I/ICi/’I K CHM)KCHHUIO Ha
(one mpoBoauMOTO JieueHus. OTMeYanich MPU3HAKU XolecTasa. [IpoBeaeHHbIE BUPYCOIOTH-
yeckue uccnenoBanus ([TLP-quarHocTrka 1 cepoyornueckre JaHHbIe) He 1aTi BO3MOKHOCTH
OIIPEACNIUTD NPEIIoaraeMblil STHOIOTHUECKUI (AaKTOp TermaTuTa.

C 1.04.2012 B Tepanuio ObuT BKIItOUEH Xo(huTOoN 1Mo 1 yaliHOW JOXKKe 3 pasa B CyTKH,
¢ 4.04.12 nobasnen Ypcodainsk no 1 karcysne (250 mr) 3 pasa B JeHb.

Peb6enok Obut Bhimucad 21.04.2012 roga ¢ muarHo3om «lemaTuT HEYyTOYHEHHOW STHO-
JIOTUWY», C YIyYIIEHUEM: CHH3HICS YPOBEHb (PepMeHTOB N0 145 en/n, COKpaTUIIUCh pa3Mepsbl
neyeHu (TpY BBIMUCKE HIDKHUE Kpail BRICTYNAN 3a nmpenensl pedepHoil ayru Ha 4 cm). Janb-
Helirree HAOMOCHUE TPOBOAUTCS IO MECTY KHUTEIbCTBA Y TACTPOIHTEPOIIOTA.

4.1.4. Cungpom Peiie (ocTpasi neyeHouHnast sHnedagonaTus
WU Oesiasi meyeHoYHast 00J1e3Hb).

ITpuuuna cunapoma Peiie (unu Pes) 1o HacTosIero BpeMeHu HeusBecTHa. B ocHoBe 3a-
60J'ICB3.HI/I${ JIC)KUT pa3sBUTHUC MHTOXOH,Z[pHaJ'leOﬁ HEOOCTAaTOYHOCTH.

Mudp no MKB-10: G93.7.

Iarorene3. Cunnpom Pest Bo3HuKaeT vaiie y aeredt 4 — 12 net Ha QoHE JeYeHHUs Jiu-
XOpaJIK{ BUPYCHOTO MTPOUCXOKACHHS aHTUIIUPETHKAMH, COACPIKAIMH alleTUIICATHUINIOBYIO
KHCIIOTY. XapakTepusyercsi OBICTPO Mporpeccupyromieil sHiedanonarueid u KUpOBOH WH-
(usTpanyei neyeHy.

Kaunuka. Uepes 5—6 nHell mociie Havaia BUPYCHOTO 3a00JeBaHus (TIPH BETPSIHOM OcCTie —
Ha 4—5-i1 IeHpb TocJie MOSIBJICHUS BBICHIIIAHM) BHE3AITHO Pa3BUBAIOTCS TOIIHOTA M HEYKPOTH-
Masl pBOTa, CONPOBOXKAAIOIIUECS U3MEHEHHEM IICUXUYECKOTO cTaryca (BapbUpyeT OT JErkon
3aTOPMOXKEHHOCTH O [NIyOOKOIl KOMBI, 3NIU300B €30PUEHTAIUHU, TICUXOMOTOPHOTO BO30YX-
JeHust). Y nereil 10 3 €T OCHOBHBIMU IPU3HAKaMU OOJIC3HU MOTYT OBITh HapyLICHHUE JbIXa-
HUS1, COHJIMBOCTB U cyoporu. [Ipu oTCyTCcTBHN aeKBaTHOM Tepanuy XapakTepHO yXyAllleHHe
COCTOSIHUS OOJIBHOTO: OBICTPOE PAa3BUTHE KOMBI, CY/IOPOT, OCTAHOBKH AbIXaHus [3].

Metoabl ucciaenoBanus. OnpenensonyuMy SBISIOTCS OMOXMMHUYECKUN aHal3 Kpo-
By, KIIC, koaryiorpamma. B KpoBH MOBBIIIEHO COAEpKaHHE aMUHOTpaHCc]epas, aMMHaKa,
KETOHOBBIX TeJl, YIUIMHEHO NMPOTPOMOMHOBOE BpeMs. XapaKTepHBI METa0ONMUSCKHN aliI03,
THITOTJTHKEMUSL.

IIporuo3. HeGnaronpusTHBIN, €CITH ypOBEHb aMMHaKa B rutazme >300 Mkr %, OBICTpO pas-
BHBAeTCA KOMa, OTMEYAIOTCS IEKOPTHUKALIMOHHAS WM AeuepeOpabHas peruiHOCTb, aTOHUS.

4.2. Tenatomerainu, 00yc/10BJIeHHbIe IPHOOPeTeHHBIMU
HApYIIEHUSIMU MeTa0o/IM3Ma

4.2.1. HeankoroyibHbIi cTeaTorenaTut (HeajaKoroJbLHas ;KUpPoBasi 60J1e3Hb MeYeHH).

Mn¢p no MKB-10: K70.1; K76.0.

B HacTosiiiee BpeMst OOJIBIIYIO aKTyadbHOCTh MPUOOPETAIOT XKHUPOBasi OOJIE3Hb MMEYEHU
U HeaJKoronbHeIi crearorenatut [10]. Bo BceM Mupe oTMedaeTcst pOCT OKHUPEHHUS Y JIETEH:
HauyuHadg ¢ 1974 rona k Havamy XXI Beka 4uCIIO AETeH ¢ 0XKUPEHUEM WIN N30BITOYHON Maccon
Tena BeIpocio ¢ 11,3 10 22,6% cpeau mansaukoB U ¢ 9,6 10 23,7% cpenu neBouek [119]. B 1980
rolly BIEpBbIC OBIJIO JAaHO MOJHOE OIMCAHHUE HEAKOTOJbHOIO CTEaTOrenaTuTa y B3pPOCIbIX.
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TTanreHTHI ¢ HeaJ IKOrOIBHBIM CTEATOTEIIaTHTOM UMEITH OKMPEHHUE U HEPEIIKO THIIEPITUITHICMHUIO.
Crycrs 3 rofia BriepBble ONMCAH HEAJIKOTOJIBHBIN CTeaTorenarur y JeTel ¢ oxxupeHueM [51].
B HacTosiiiee BpeMsi HEaJIKOTOJNIBbHBIA CTEAaTOreNaTUT CYUTACTCS COCTABHOW YacCThIO HEaJIKO-
TOJILHOM KUPOBOH OOJIE3HH MEYSHH, Ky/Ia BXOJST HECKOJIBKO COCTOSHHUHN, HAUMHAS OT MPOCTOTO
CTearo3a, HeaJKOTOJIBHOIO CTeaTOTreNaTUTa U 3aKaHYMBasi TUIIMYHBIM IUPpo3oM (puc. 13, 14).

Puc. 13. Brorncus nedeHn y peOCHKa ¢ HEaIKOTOJIBHBIM CTEaTOreIaTHTOM
(da Silva G. et al., 2008)

Puc. 14. MakpoBe3UKYISIPHBIC XXKUPOBBIC M3MEHEHHUS [ICUCHH Y peOeHKa 6 MecsIeB
C HApYyIIEHHEM TIEPEKHCHOTO OKUCICHHS JIMITHI0B. MUHUMAIIbHBIC IPOSIBICHHS TOPTAIBHOTO
¢bubpo3a u nponudepanuy SMUTEINS KEITIHBIX IPOTOKOB (YKA3aHBI CTPEIIKON).
Michael O. Stormonetal., 2004 [103]
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CornacHo MOCIEAHUM JaHHBIM HEAJKOrOJIbHasl kupoBas Oone3Hs nedeHu (NAFLD)
y JeTel, CTpaJaroIiX H30BITOYHONW Maccoil Tella, ¢ KaKIbIM TOJIOM CTaHOBHTCS Bce Ooiee
Ba)KHOH IpoOneMoil. YacToTa HEaIKOTOJILHOIO CTEATOreNnaTuTa y AeTel ¢ OKUPEHUEM U U3-
OBITOYHOM Maccoit Tena mocturaeT 9,6% [59, 121].

Bepuduxarnus nuarsosa odeHs TpyaHa, T.K. NAFLD gacTo mMeeT acuMIToMaTndeckoe
teuenue [10, 23]. Crearo3 nedyeHu onucal U y JeTel mepsoro roja xu3Hu [120], Ho B nepBble
TOZBI JKH3HU TIPUYHHON CTearo3a SBIAIOTCSA BPOXKICHHBIC HAPYIICHNUS METa0oIu3Ma, B 9acT-
HOCTH HapyILIEHUE OKHCIEHHS )KUPHBIX KUCIIOT.

Cumnromsl, ykadpiBalomme Ha BeposiTHocTh NAFID y nereii

* TOBBIIEHHAS YTOMJIIEMOCTB,

* 0o B )KUBOTE 0€3 ONpEeICICHHON JIOKATU3alUH,

* U30BITOYHAS Macca Teja WM OXKUpPEHHE,

* remaroMeranus,

* akaHTOo3 (acanthosis nigricans),

* BBIpDOXKEHHASl INUTMEHTAlUsl B E€CTECTBEHHBIX CKJIAQJKaX KOXM, B o0OJacTd Iieu
(puc. 15),

* HaJIM4He PE3UCTCHTHOCTU K UHCY/IUHY,

* caxapusbiii quaber II Tuma,

* HeONArompHATHBIH ceMeliHblil aHamue3 (ciydan NAFLD y poncTBeHHHKOB),

* TIOBHIIICHHE YPOBHS TPAaHCAMUHA3,

* THNEPTPHIIULEPHACMUS,

* HHU3KHE TUTPHI ayTOAHTHUTEI K [TaAKOMBIIICYHBIM KIIETKaM.

Puc. 15. TunepnurmeHnTanus B 00JIaCTH 1IEH Y IEBOYKH-TIOAPOCTKA.
JuarHo3: crearorenarut (Wikipedia, 2015)

W3 MHCTpYMEHTAJIHBIX METOJOB HCCIIEIOBaHMsS HE CYLIECTBYET HU OJIHOTO, KOTOPBII
uMen Obl BBICOKYIO CTENCHb YYBCTBHUTEILHOCTH M CHEIU(PUIHOCTH ISl TUATHOCTHUKH Heas-
KOTOJIbHOW KHPOBOH 00JIe3HH 1edeHu. B rnepByro ouepenb UCIIONb3YeTCsl YAbTPa3ByKOBOE UC-
CJIeOBaHKE MTEYCHH, 3aTeM KOMITbIOTepHas Tomorpadus (puc. 16).
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Puc. 16. Komnbrorepnas tomorpadus. Crearo3 nedenu (Wikipedia, 2015)

4.2.2. KBamimopKop—CHHAPOM.

OTHOCHUTCS K TPHOOPETEHHBIM HAapyIISHUSIM MeTabonrn3Ma, IMeeT TakXKe Ha3BaHHUe CHH-
JIpOM OEJIKOBO—KaJIOPHIHON HE0CTATOYHOCTH [7].

ugp no MKB-10: E40.
E @ “\
¢
[F .

Puc. 17. Buemnuii Bun gereii ¢ cuaapomom Ksammopkop (Wikipedia, 2015)

IaTtorenes. Berpewaercs B cnabopa3BUThIX cTpaHax. Yare nosiBisiercs y JeTei mocie
OTHATHA OT TPYIH U IIEPEBOJIE UX HA PACTUTEIIHHYIO ITHUIIY, COCTOALIYIO B OCHOBHOM U3 YIJIEBO-
noB. Pa3suruio cuanpoma Keammopkop MoryT croco0ctBoBarh HH(eKIHU (TyOepKysies, Ma-
JSIpHSL, TJINCTHBIE 3a00JICBaHUS), TSKENIbIe OBITOBBIC YCIOBHS, HU3KHI KU3HEHHBIH YPOBEHb.
Xapaxrepen ans gereit 12—-24 mecsies.

Kannuka. OTMedaeTcs 3HaUUTENFHOE OTCTaBaHHe (HU3NUECKOTO Pa3BUTHS, KOXKa CTAHO-
BUTCSI CYXOH, IIeNyIaleiics, mpuoOpeTaeT KpaCHOBAThId OTTEHOK, Ha HEH MOSBISIIOTCS Tpe-
UHEL, s13B6I (puc. 17). Kwashiorkor Ha si3p1ke MecTHOTO HacesneHns ['aHbl 03Ha4YaeT «KpacHBIN
MaJBIUK». BOIOCH CBETIEIOT U JIETKO BhIManaroT. [10AKOKHO-KHPOBOH CII0H BRIpaXkeH crabo,
MBIIIIB! aTpOGUYHEI, HabmonaeTcs kapuec 3y0oB. YacTo oTMeHatoTCs OTeKU. ANMETUT CHU-
JKEH, KUBOT B3IYT, HEPEIKH PBOTA, Auapest. J{eTn pa3npakuTelabHbl, 0e3ydacTHBI K OKpYKaro-
mieMy. XapakTepHbl HEPBHO-TICUXMYECKHE HapyIIeHHs1. BO3MOXKHO pa3BUTHE CTeaTOTeIIaTuTa.

Cunnpom Kpammopkop MMeeT Takke Ha3BaHUS: THIPOKAXEKCHs, MeJuarpa aeTcKas, I1o-
JMKapeHL-CHHIPOM, CHHIPOM «JICTIUTMEHTALUSI-OTEK).
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MeTtoabl ucciaenoBanus. O0ciaenoBaHNe HANPABIEHO Ha YTOUYHEHHE COIYTCTBYIOIINX
cuHapoMy KBalImopKkop OCIIOKHEHHI: aHEeMHUH, THIIOAILOYMUHEMHH, HAPYIICHUH (QyHKIMN
TI€YeHH, IPUCOETMHEHNS] HHTEPKYPPEHTHBIX 3a001eBaHui.

MporuHo3. [Ipu paHHel AMArHOCTHKE U CBOCBPEMEHHOM JICYCHUH — OJIarONPHSITHBIN.

4.2.3. Cunapom Mopuaka.

SBrsieTcst OCIOKHEHUEM HHCYJIMH3aBUCUMOro quadeTa. B HacTosIee BpeMs BcTpeuaeT-
cs1 penko [78].

MIugp no MKB-10: E10.6.

ITatorenes. B ocHoBe 0011€3HU JIEKUT XPOHUYECKAsI HEJOCTATOUHOCTb UHCYIINHA C yMe-
PEHHOIl runepriuKeMuell Ipu JUIUTENbHOM UCIOIb30BaHUK HEaJEeKBaTHO NMOAOOPaHHBIX 03
MHCYJIMHA WK TUI0XO OYHMILIEHHBIX ero mpernapaToB. [I0CTOSHHBIN qedenuT HHCYITHHA TIPHBO-
IIAT K HapyIIEHHUIO BCEX BUIOB OOMEHa BELIECTB, B TIEPBYIO OUepeIh YIIIEBOIAHOTO. YCHIINBAET-
Csl pacmaj] IIMKOTeHa B MIEYCHH, Pa3BUBACTCS )KUPOBas TUCTPODUS MEYSHH.

HeOnaronpusiTHIM (aKTOpOM SIBIISICTCSI Pa3BUTHE BTOPUYHO [rabeTnyeckoi Hedpora-
tuu (puc. 18).

B knuHMYecKoW KapTHHE XapaKTEepPHBI PAa3BUTHE M NPOrPECCUPOBAHME TeraToMera-
JMH, «KyIIMHTOWTHOE)» IepepaclpesieleHue MOIKOKHON KUPOBOH KJIETUATKH, 3alepikKKa
(u3KM4ecKoro U MOoNOBOr0O pa3BUTHS. BHenrHui Bua OOJIBHBIX UMEET XapaKTepHbIE 0COOCH-
HOCTH: OTCTaBaHHUE B POCTE OT CBEPCTHUKOB Ha 4—25 cM ¢ MpU3HAKaMHM 3al03aJI0i occH-
(buKanuy; OXXKUPEHUE ¢ OTI0KEHUEM U30BITOUHON JKUPOBON TKaHU B IIOAKOXKHOIH KIIeTUaTke,
B OCHOBHOM Ha JiuIe (JiyHooOpa3Hoe 1ulo). [IpokcuManbHble OTAEIB BEPXHUX U HIDKHUX
KOHEYHOCTEH, 10 CPABHEHUIO C TYJIOBUILEM, NPEACTABIAIOTCS XyAbBIMU. Y MHOTUX JeTel
Ha0II0Aat0T (OIIUKYIUT KOXKU I1ed U Gesiep (0COOEHHO IPU KET03€), CONPOBOXKIAAIONIUHCS
KOXHBIM 3yJIOM.

Hepenxo orMeuaroTcs n30bITOUHOE OBOJIOCEHUE (THIIEPTPUXO03) CIIMHBI, BEPXHUX U HHXK-
HUX KOHEYHOCTEH, a Takke CTPUH Ha Oeipax ¥ Iuiedax. ¥ OONBHBIX, JOCTUTIINX MpenyoepTar-
HOTO | ITy0epTaTHOTO BO3pacTa, HaOIogaeTcst MoJoBOi HHPAHTHIN3M (3a]epKKa ITOSBICHHS
BTOPUYHBIX ITOJIOBBIX PU3HAKOB HJIM HX MOJHOE OTCYTCTBHE).

VYBennueHHasi TMeYeHb MMEET IUIOTHYIO KOHCHCTECHIHMIO, TIAaIKYyI0 IIOBEPXHOCTb, IIPH
MaNbaIyy, KaK MPaBuiio, 6e300JIe3HEHHA.

MeToab! uccjie10BaHUs:

1.TlocTOSHHBIN KOHTPOIB 32 YPOBHEM caxapa B KPOBU U MOYE

2. buoxuMHYecKuii aHaIu3 KpoBU

3.0mnpeneneHne 3KCKPEIMU albOyMHHA C MOYOH (paHHHMHA TNpH3HAK IUa0ETHYECKOH

HedpomnaTun)

4.00wmuit aHanu3 Mo4u

5. OyHKIUOHAIbHBIE IPOOBI IOUEK

IIporuo3. OTHOCUTENBHO OIATOIPUITHBIH, €CIIM HE pa3BUBACTCS BTOpPUYHAs [uabeTHue-
cKas He(ponaTusi, KOTopas ABJISETCs Pe3yAbTaToOM INIOMEPYIO0CKIEPO3a, BEYIIEro K XpOHUYE-
CKOH 1o4ye4yHoii HeprocTaTtouHocTH (puc.18).
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Puc. 18. JInaGetnyeckuii NIOMEpyI0CKIepo3 y O0NBHOTO ¢ cHHIpoMoM Mopuaka
U BTOpUYHOI1 quabetndeckoil Hegponarueit (Wikipedia, 2015)

4.3. HaciencTBeHHbIe HAPYLIEHUS] META00JIM3Ma
4.3.1. JIuzocomMHBbIe 00J1€3HN HAKOILJICHUSI.

BbornesHn HakomIeHUS — 3TO cOOHMpaTeNbHOE Ha3BaHHWE TeTEPOTCHHON TPYIIIBI HACIEm-
CTBEHHBIX 3a00JICBaHUM, CBA3aHHBIX C AE(GUIIUTOM OTHOTO M3 (PEPMEHTOB JIU30COM, PE3YIb-
TaTOM KOTOPOIO SIBISETCS ONPEJEICHHOE COUETaHUE HAKOIUIEHUS BHYTPU KJIETOK MYKOIIONIU-
CaxapuI0B, TINKOMPOTEHHOB, OJUTOCAXapPHUIOB M TIHKOMUMUIOB. JIn3ocoMHbIe Ooe3HH Ha-
KOIUICHUS] OTHOCATCS K rpymine peaxux (opdanneix) 3adonesanuii [1, 11]. B Hamem nocobun
MBI OCTAaHOBHIINCH Ha HaHOOJIee H3yIEeHHBIX HA CETONHAIIHNI TeHb O0Ne3HIX HAKOIICHHS.

4.3.1.1. BoJie3HN HAKOIJIEHHUS JTUITHIO0B.

A. BoJje3nb I'ome. OTHOCHTCS K OphaHHBIM 3a00J1€BaHUAM, TATOTEHE3 1 CIOCOOHI JIeue-
HHS KOTOPBIX U3YUYCHBI B OONBIIEH CTEHEHH, [0 CPAaBHEHUIO C APYTHMH BapHaHTaMH OOJIC3HEH
HakoreHus1. MiMeeT ayToCOMHO-pEieCCHBHBIM THIT HACIICOBAHMS.

Mudp no MKB-10: E75.2.

Iarorenes. boxesHs [ommre cBs3aHa ¢ 1ePUIATOM TH30COMATEHOTO (hepMeHTa TITIOKOIe-
pebpo3u a3k, 9TO MPUBOAUT K HAKOIUICHUIO MTIOKOIIEPeOpO3nI0B B MaKpodarax B pa3IuIHBIX
opranax, Bkitouast HHC [3, 7, 35]. [Ipeumy1iecTBEHHO HaKOIJIEHHE KJIETOK [olie orMevaercst
B KOCTHOM MO3Te, TieueHu u cenesenke [105].

Kunnnka. bonesns [ome nonpasaenserca Ha TpU OCHOBHBIX THIIA!

* xpoHHUecKas (opma (Oe3 MaToIoruy HePBHOH CHCTEMBI) — THII I,

* OCTpas 3I0KaYecTBeHHas nHpaHTuibHas Gopma — tur I1.

* IoAOCTpas oBeHUIbHas Gopma — tun II.

Tun 1. HanGonee GmaronpustHas ¢opma TedeHus Oone3HH. 3a0oIeBaHNE MOXKET Ma-
HU(ECTUPOBATh B JIIOOOM BO3pacTe, HO yallle B MEpBbIC TOJbI )KU3HU. Hanbonee 3HaYMMBIH
HPHU3HAK — MOPaKCHHE KOCTHOH CHCTEMBI, MPOSBIAIOIEECS] OCCAITHAMY, OCTCONCHHCH, ma-
TOJIOTHYECKUMH HepenoMamMy. THITHYHBIN NPU3HAK — yBEIMYEHHE IIEUCHH U Celle3eHKH (pHC.
19). T'emaromeranust cBsi3aHa ¢ MHQUIBTpaLUeH NEYEHH MaTONOTHYECKUMH Makpodaramu,
COJlepIKaIlMMHU TPAHYIbl JINIMTHI0B. BO3MOXHEI aHEeMUs, TPOMOOIUTOIICHUS U JICHKOIICHNUS (B
pe3ynpTaTe HaKOIUICHHUs KJIeTOK [o1ire B KOCTHOM MO3Te M HapyIlIeHHs Muenononsa). [Toxasmns-
fomiee 60NbIIMHCTBO Aeteit (94%) He umeet npusHakoB nopaxkenust LIHC. IIposenenue 3ame-
CTUTENIFHON TepaIiy 03BOJSIET OOMBHBIM H0XkuBaTh 10 80 neT. [IpomomKuTenbHOCTD KU3HH
BO MHOTOM OIPEJIENISICTCS Pa3BUTHEM MTOPTAIBLHON TUIIEPTEH3UH U 1iuppo3a (puc. 20).
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Tun II (octpas undanTuIbHAS HeBponaTHyeckas Gopma 6one3nu [ome). Haunnaercs B
nepBble 6 MecAleB KU3HH. CUMOTOMBI BKJIIOUAIOT TeNaTOCINICHOMETANIUIO, PErPecc ICHXOMO-
TOPHOTO Pa3BUTHSA, CHACTUYHOCTb, PETPAKIHIO IlIeH, ape3 NIa30/BUTaTeNIbHbIX HEPBOB, Jia-
puHrocnasm, nucdaruto, Oynp0apHbIil Dapanuy, KIOHUKOTOHUYECKHE CyNopory. JleranbHblil
UCXOJ — B IEpBbIe 2—4 T0/1a KU3HU.

Tun I (xporndeckas Heliponatndeckas Gopma). XapakTepH3yeTcsi pAaHHUM ITOSBICHH-
€M renaTrociuleHOMeranuy (HauuHas ¢ Iepuojia HOBOpoxIeHHOCTH). HeBponoruueckue cum-
IITOMbl OTMEUYAIOTCA ¢ 6—15 JeT: MUOKIOHHYU, TOHUKO-KIIOHMYECKUE CYIOpPOry, Iape3 B30pa,
CHIDKEHME UHTENIEKTA 10 IeMEHIMHU. XapaKTepHble MO3KEUKOBbIE HapylIeH!s. J{IUTeIbHOCTh
*KH3HH — He Oonee 30 mer.

Bapepxka pocta —

AHemus

CnneHomeranusa
lenatomeranus

TpomGounToneHus %ﬁ s

Puc. 20. Bengyuue knuHuko-1abopaTopHble npu3Haku 6onesznu [ome [35]

MN3MeHeHne CTpyKTypbl
KOCTHOM TKaHw

€

Puc. 19. Pa3BuTre MOpTaNbHOI THIEPTEH3UU M IIEHTPATbHOTO (HUOPO3a MeueHu Mpu
Oose3nu lome: a,b — MarHUTHO-pe30HaHCHAst TOMOTpadusi; C — CEKIHMOHHBII Matepuai; d,e —
pa3BuTHE IEHTpaIbHOTO (hnOpo3a U HHUIBTpalKs edeHr KieTkamu [omre [105]

Mertonsl uccjie0BAHUS:

1. OmHUM U3 caMbIX TOYHBIX METOJIOB AMArHOCTHKH OoJie3Hu [ole sBisieTcst onpenene-
HUe pepMeHTa DIKOLEepeOpO3KIa3bl B JICHKOIMTAX MEPUPEPUICCKON KPOBH.

2. T'enernueckoe HCCIeI0BaHHUE.

3. CrepHanbHasi MyHKIHS WIH TPEMaHOOHOICHs 1T onpenenenus kietok [omme (puc. 21).
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Puc. 21. Knetku I'omie B myHKTaTe KOCTHOIO MO3ra
(Marepuaisl ipeocTapieHsl mpodeccopom H.A. duHoreHooit, 2012)

IIporxos. IIpu octpoil Heliponartuueckoit hopMe — HEOIArONPUATHBIN, IPH XPOHUUE-
CKOM TeueHHH Ooe3Hu (1 THre 00JIe3HN) — OTHOCUTENILHO OaroIpHUSITHBIMN.

Jledenne. IlokM3HEHHOE Ha3HAUYEHME 3aMECTUTENbHOM Tepanuu ((pepmeHTa UMU-
TJIIOIIepashbl).

Bb. Cunapom Jloppman—Uanapuna (Dorfman—Chanarin). imeer mynsTucucremMuoie
BPOXKJICHHBbIE META0ONHUYECKUE HApYIIEHWs, BEIYLUIUMH IPOSBICHUSIMU KOTOPBIX SBIAIOTCS
BPOXKJICHHBIH MXTHO3 M HAKOIJIEHHE KMPOBBIX BaKyoJ€H B Pa3IUuYHBIX THUIAX KJIETOK [27].
CHHApPOM M3BECTEH TAKKe I10J] Ha3BaHHUEM «00J1e3Hb HAKOIIEHMS] HEHTPAJbLHOIO KHpa
¢ UXTHO30M», T.K. IMEET MECTO HAKOIUICHHE I'PaHy] HEHTPaJIbHOIrO JKHpa B KIETKaX KOXKH,
MBILIEYHON TKaHM, ME€YEHH, IIEHTPaJIbHOM HEPBHOW CHCTEME, I'paHyJOLUTaX, SHTEPOIUTAaX.
Bnepssle onucan JJopgmanom B 1974 rony, Ho panee J)xopiaH onucall HaKOILIEHHUE KUPOBBIX
BaKyoJIei B JICHKOIIMTaX TIepU(EPHUUCCKOI KPOBH Y IByX OpaTheB C MPOTPECCUPYILECH MBIIIICU-
HOIt nuctpodueit (anomanus [xopnana).

HIugp no MKB-10: Q80.1.

Knnauka. C poxzaeHns y peOeHKa HMEeT MECTO MXTHO3, THIEPIUTMEHTALNS KOXKHOTO
nokpoBa (puc. 22). YBenuueHue ne4eHu ymepeHHoe (3—5 cM u3-mox kpast peGepHO# ayru),
CIUIEHOMETa/Iusl He XapakTepHa. KimHHueckue Npu3HaKyd MOTYT BKJIOYATh MHOIATHIO, He-
BPOJIOTHYECKUE HApYIICHUS (HUCTArM, aTakcus, apeduiekcus, Auddy3Has MbILIIEUHas THIIOTO-
HUSI, MHOTIATHS, TITO3, 3aIeP’KKa YMCTBEHHOTO Pa3BHUTHS), 3a1ePKKy (BH3MIECKOTO Pa3BHUTHS,
TYIOyXOCTb, KaTapaKTy, ICUXUYECKUE HapylIeH!s. 3a001eBaHue HAcIEeAyeTCsl 10 ayTOCOMHO-
PELIECCUBHOMY THITY.

MeTtoabl uccienoBanus. buorncus Koxu BbUBISIET aKaHTO3, THUIIEPKEPATO3, IUITUIHbIE
Bakyosii. B Ouonrare redeHH HaXOAAT BOCHAIMUTENbHbIE HHQUIBTpaThl, Gpuopo3 u auddys-
HBIE KUPOBBIE N3MEHEHNS TeNaToUTOB. B jefikonnTax nepudepnieckoil KpOoBH BBISBISIOTCS
Karu kupa (puc. 23). IIpu naromMophonoruu Koxu, KpoMe XapaKTepHBIX AJIsI BPOXKAECHHOH
HeOy/Ie3HOH MXTHO3U(MOPMHOHA PUTPOIECPMHUH IPU3HAKOB, BBISBILIFOTCS JIMIHIBI B KIETKAX
6a3aJbHOrO U 3€PHUCTOIO CIOEB SMUAEPMUCA. DIEKTPOHHO-MUKPOCKOIMYIECKOE HCCIEI0BA-
HHE TIOKa3bIBaeT, 4TO opMa M pa3Mephl INTACTHHYATHIX TPaHyJl 3HAYUTENEHO H3MEHEHBI.

IIporno3. HeGnaronpusTHeIN.
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il | ‘ 4
Foed B
Puc. 23. XKupoBbie Bakyonu B HeHTpodmiax neprudepuieckoil KpoBu y pedeHka
¢ curapomoM Dorfman—Chanarin [27]

B. Bose3ns Humana-Iluka (chunromuenunoBeiii aumnonno3). Hacnenyercs mo ayrocom-
HO-PELIeCCUBHOMY THUILY, BcTpeuaeTcs ¢ yactoroii 0,6 Ha 100000 HoBopoxkeHHBIX [3, 7, 48, 62 ,68].

Iudp no MKB-10: E75.2.

IlaTorene3. B ocHOBe pa3BuTHs OOJE3HHU JICKUT BPOXKICHHBIN AeDULUT KUCTOH cHrH-
romuenuHpocdonudcTepasbl. B pesynbrare HakarMBaeTcs CUHIOMHUENUH B KIETKaX MO-
HOLIUTAPHO-(PAroIUTaAPHON CUCTEMbI B Pa3JIMYHBIX OpraHax W TKaHsx (puc. 24, 25, 26, 27).
B HacTtosimee Bpemst Beigensiercs 3 tuna 6one3nn Humana-ITuka:

Tun A 60Jie3HH Yallle BCTPEUaeTcs y eBpeeB AIIKCHA3U M XapaKTepH3yeTCs MPOrpeccu-
pyromMMHU ¢aranbHbIMHA HEWpOIereHepaTuBHBIMU HapylleHUsIMHU. IMeeT HeOiIaronpusiTHhIH
nporHo3. MoXkeT HMHTHUPOBATh XPOHUYECKYIO0 OOCTPYKTHBHYIO OOJIE3HB JIETKUX, POTEKA0-
LIYIO C JIUXOpaaKoi [82].

Puc. 24. Pentrenorpadus opraHoB rpyaHoit kinetku. JnddysHas uHuibTpanms
MHTEPCTUIMATBHON TKaHU C O4AaroBBIMU HHUIBTpaTaMu U AUG(Y3HBIM CHIDKCHUEM
ITHEeBMaTH3aluu y pebeHka ¢ 0one3npio Humana-Ilnka, Tun A, u muxopanakoii [82]
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Puc. 25. Komnbtorepnas Tomorpadus. Juddy3Hbie IByCTOPOHHNE HHTEPCTHIIHATBHBIS
W3MCHEHUSI TKaHU JIETKUX 0e3 BOBJICUCHHS JIMM(DATHUECKUX Y3JIOB U HApYIICHUI
nuMdooTToka y pebenka ¢ 6one3npro Humana-Iluka, Tun A, u nuxopajakoi [82]

Puc. 26. Ilynkrar koctHOro Mmo3ra. Oxpacka no Pomanosckomy-I um3a.
HMeroTcst neHUCThIe KIeTKH (JIMIHII-CoepKalie Makpodar).
Pebenok ¢ 6one3nbio Humana-TTuka u nmuxopaskoit [82]

Tun b He uMeeT HaAIMOHAIBHBIX IIPU3HAKOB, OTINYACTCA 0osiee JIErKuM TCUCHHUEM,
BCTPEYACTCS TOBCEMECTHO, HE COITPOBOXAACTCSA HCBPOJIOIMICCKNMU HAPYIICHUSAMU.

Tun C XapaKTECpU3yCTCsl TCHECTUYCCKU OGYCJ'IOBJ'IGHHLIM HapylmeHUEM BHYTPUKICTOUYHO-
TO TpaHCIIOPTa XOJIECTCPUHA C BTOPUYHBIM HAKOIUICHUEM FHHKOC(bHHFOHHHHHOB.

Kannuka. Tun A 6oe3un Humana-Iluka oTHOCHTCS K TSDKEIIBIM HEHPOJeTeHEpaTHB-
HBIM 3200JIEBAaHHUSAM PAHHETO BO3PACTA, XaPAKTEPH3YIOIIUMCS IPOTPECCUPYIOLICH 3aepIKKON
TICUXOMOTOPHOTO ¥ MHTEJICKTYaJIbHOTO Pa3BUTHS, aHOPEKCHEH, YMEHBIIEHHEM MacChl Teja,
3aJIep’KKOM pocTa, BOCKOBUAHON KOXKEH, yBeJIMUeHUEM JTUM(paTHUECKUX Y37I0B, IOTepe 3pe-
HUA U ciayxa. Koka runepnurMeHTHpoBaHa. YBEJIMUEHbI IIEYeHb U celle3eHKa (IenaToCIyIeHo-
Mmeranyst). JIeTanbHbINH UCXON HACTYIIAET B EpBbIe 3—4 roza *KU3HU.

OCHOBHBIMHU NPU3HAKAMHU THNA B SBIAIOTCS renaTocIuieHOMETaus, THIIEPIUIUAESMHUS.
B nmoapocTtkoBoM BO3pacTe B MAaTOJIOIMYECKH Ipolecc BoBieKatoTcs jerkue. C pa3indHon
YacTOTOH BCTpEUAIOTCsl HapylleHue QYHKIHH NeYeHH, O0JIe3HH ceplia, M3MEHEHHE CeTYaTKH
1a3a, 3aiepiKKa PU3HIECKOrO PA3BUTHS, TUTMEHTAIHS KOXKHU. [IepBBIMH KIMHIYECKUMH CAM-
NTOMaMH SIBJISIOTCS TeNaToCIUICHOMET NN, OZIBIIIKA («KOPOTKOE AbIXaHUE»), OO B CyCTaBax
U KOCTAX, TeMOpparn4eckuil cuuapoM. Bo3MoxxHO pa3BuTHE CyOIypalIbHBIX IT'€éMaToM, reMo-
TOpakca, MEHOpparuii, KpOBOTEUSHU MTPH aJIEHOTOMUH U TOH3WLIOTOMUH. Pesko oTmeuaeTcst
MOpTaJbHAs TUIIEPTEH3US, BAPHKO3HOE PaCIIUPEHHE BEH MMUIIEBOIA.
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Bonesns Humana—Iluka, Tun C, 3aHUMaeT NMpPOMEXKYTOUHOE TOJIOKECHUE MEXIY TH-
namMu A u b, uMeeT mupokuii criekTp (HEHOTHINYCSCKUX TPOSBICHUI, HAUUHAS C U30JIUPO-
BaHHOTO (GuOpo3a MEYeHH, XOJEeCTas3a, renaToMeraiii U UPpo3a BIUIOTH /10 BBIPAKEHHBIX
HEBPOJIOTHYECKNX HapylIeHni B Bo3pacte oT 2 1o 33 net. Tak ke, kak u Tin B, He nmeer
HaIMOHAJILHON NpUBsS3aHHOCTH. OTMEYaeTCcsl BHYTPUCOCYINCTOE HAKOIJICHUE XOJEeCTEpUHA.
Tun C nposiBIsieTcs: B JETCTBE, XOTS BO3MOXKHO HAvYajIo B IPYJHOM BO3PACTE HIIH y B3POCIBIX.
KnuHu4yeckre cuMITOMBI BKITFOYAOT TSDKEJIbIE MEYEHOYHBIC U JIbIXaTeIbHbIC HAPYIICHHs, 3a-
JEePKKY (PU3NIECKOTO Pa3BUTHS, CYJOPOTH, MBIIICUHYIO IUCTOHUIO, HapyLIEeHHE KOOPANHAIIHH
JBYDKEHHS, BEPTHKAJIbHBIM HUCTArM IJ1a3. BonbHbIE T0KUBAIOT 10 B3pOCIOroO BO3pacTa.

MeTtoabl uccie10BaHuA:

1. CHmwKeHre aKTUBHOCTH (pepMeHTa C(PUHTOMHENMHA3bl B JIEHKOLUTAX Hepudepuye-

CKOM KpOBH U prOpoOIacTaxX KOXKH.
2. Menuko-reHeTH4eckoe 00CIe0BaHNE: BBISBICHUS XapaKTepHbIX MyTallUil B reHax
SMPD1, NPC1 u NPC2.

Iporno3. HeGnaronpustHelid npu THIE A, OTHOCHTEIBHO OJarONpUSTHBIA HpPU TH-

max b u C.

Puc. 27. Hakoruienue xonecTeprHa B KyabType (uOpoOIacToB KOXH y peOeHka
¢ 6one3npto Humana—ITuka [62]

Kaunnyecknii npumep Ne3. Brinicka u3 ucropun 6oine3nu pedenka 5., nepouka (00ib-
Huna um.3.A.bauuiseoii, 2014).

Pogunace 10.02.2013 roga ot nepBoii OepeMeHHOCTH, MpOTeKaBlIel Ha ¢poHe Hedpora-
TUH, MaJIoBOIMs. B TpeTbeM TprmMecTpe OEpeMEHHOCTH Y MaTepHl OTMeUaach pe3kas nmpudas-
ka Macchl. Beero 3a Bpemst 6epeMeHHOCTH nprbaBka Macchl cocrtaBuiia 24 kr. Poasl cpoyHsle,
Macca pedenka npu poxxaenun 3400,0 1, niuna 50 oM., onieHKa 1o mkane Anrap — 7/8 6aymios.
W3 ponnoma Beinucana Ha 5 CyTKHU JKU3HU.

C mepBBIX HeNelb )KU3HH y pebeHka yacThiid (o 15 pa3 B cyTku) cryin. [Ipu ouepenHom
OCMOTpE TIeIMaTPOM BBISIBIICHA TeIIaTOMETaHs, B CBs3U ¢ 4eM Obuta obcnenosaHa B TG,
JT'KB Ne2 Cesitoro Brnagumupa. /[narHo3 He ObUT YCTAHOBJICH, BBICKA3aHO TPEAIOIOKCHHE
0 HaMM4YKMK y peOCHKa BPOXKICHHOTO HEYTOYHEHHOTO HapyleHus ooMena. B Bo3pacre 3,5 me-
csaneB Obuta ocmorpena aA.M.H. C.U. ITossikoBo#, Ha3HaueHa Tepanusi Ypco(alibkoM H PEKO-
MEHIOBaHO MEIHUKO-TeHETHIEeCKOe 00CIIeIOBaHNE ISl HCKITIOUEHHS JIN30COMHOM O0NIe3HH Ha-
koruteHus. B Bo3zpacte 10 MecsiieB BrepBbie npoBeeHo oocienosanue B HI3/ (;1aGopartopust
MornekyssipHO-TeHETHYECKOW TMarHOCTHUKH).

VI.H. 3axaposa, M.JL. ITsixos, A.H. TopsitnoBa, 3.B. Kanoesa, E.A. ®unumnmoa 55



BbIsiBIeHO pe3koe CHHKEHHE aKTHUBHOCTH COHUHIOMHENWHAa3bl B JICHKOIMTaX
(mo 0,15 aM/mr/4ac mpu HOpme 0,56-3,24 HM/Mr/4ac), B 3k30He | OoOHapy)eHa BCTaBKa
HykneotuioB ¢.143 144insGCTGGCGCTGGC u mytanus ¢.739G>A B reTepo3UroTHOM
COCTOSIHUM, KOTOPbIE MOTYT NPUBOJAMTH K pa3BuUTHIO Oone3nn Humanna-ITuka, Tun A.

ITocne obcnenoBanust HabrOANACh IO MECTY JKUTENLCTBAa. B Bo3pacte 1 roma mocrty-
nuia B 3-¢ HHPEKIMOHHOE OTAecHue O0oabHUILI UM. 3.A. banuiseoit ¢ knuankoir OPBU,
OCJIOHUBIICHCST OCTPOH BHEOOIHLHUYHON ouaroBoi mHeBMoHuel. [Ipu oOciae0BaHNK B OT-
JICNICHMH HWYKHUH Kpail Me4eHH BBICTYIAN 33 Mpe/esibl peOepHOW IyrH Ha 8 CM, CeNe3eHKH —
Ha 9 cM. [leBouKa caMOCTOSTENILHO HE CUAUT (TOJIBKO C MOJIEPIKKOI ), HE CTOUT, HE XOIUT, KOH-
TakT (HOpPMANBHBIA, 3pUTETBHOE U CIYXOBOE COCPENOTOUCHUE HEMPOMODKUTENBHOE, MeIKast
MOTOpHKA Pa3BUTa IOCTaTOuHO. [IpOM3HOCUT OTHENbHEIE CIOTH, IeJIeHapaBIeHHOe BHIMA-
HUE MPUBJIEKACTCS HA KOPOTKOE BpeMs. Ta3oBbie PyHKIMU HE CHOPMHUPOBAHBI.

B OuoxummnueckoMm aHanuse KpoBU ypoBeHb ANAT coctasisut 148-409,2 en/n, AcAr —
287-847 en/n (Hopma He Oomee 40 en/m), mienounod ¢ocdarassr — 847 en/nm (Hopma
10 450 en/n). Y3U neuenn ot 12.02.2014: nevueHs pe3ko yBeqHueHa, apeHXUMa MOBBIIICHHON
9XOTeHHOCTH, MENKoo4arosas 1uddy3Has HEOTHOPOIHOCTb.

B oraeneHuu mpoBeneHO yCHENIHOE JIYEeHHE IMHEBMOHHHM, JIEBOYKA BBIHMCAHA JOMOIL
¢ nuarHo3zoMm: «OPBU, nepuoxn pexonBanecueHuun. Octpasi ABYCTOPOHHSSI BHEOOIbHIYHAS
oyaroBasi THEBMOHUS cpefHed TsokecTu. bonens Humanna-ITuka, Tun A. ®ubpo3 neyeHm».
B amOynaTtopHBIX YCIOBUSX PEKOMEHIOBaH MOCTOSHHBIN IpHeM Ypcodaibka B 103e¢ 75 Mr
X 2 pasa B CyTKH.

Ham xMHAYecKuii mpuMep JeMOHCTPHPYET TshKenoe TedeHnue oonesun Humanna-ITuka
(tun A). JIaHHBII BapraHT 00JIC3HU UMEET HeOIaronpusTHeINA MporHo3. O6paiiaeM BHUMaHHUE,
YTO IMarHo3 ObUT MOATBEPIKACH TOJBKO MOCIE MEIUKO-TCHETHYECKOTO 00CIICIOBAHHUS U OTIpe-
JIeJIeHUsI aKTUBHOCTH (pepMEHTa CYUHTOMHUEIINHA3BI.

I. Bose3ubs Canaxoda. OTHOCUTCS K PEIKUM BPOXKICHHO-HACIIEICTBEHHBIM 3a001eBa-
HUSIM, TaHIIIMO3KM103aM, NEpearoIuMcs 10 ayTOCOMHO-pereccuBHoMy tuny [70]. bone3nn
Cannxoda BcTpedaeTcs Takke oA HazBaHueM Oone3Hb Canaxoda-Hopmanna-Jlannunra.
Kpome 60meznn Canaxoda K raHIIHO31103aM OTHOCHTCS 00J1e3Hb Tes-Cakca (WH(paHTHIIbHAS
aMaBpOTUYECKast UIUOTHS).

Iudp no MKB-10: E75.0.

IaTtorene3. PazButie 6ose3Hu 00yCIOBIEHO NePHUINUTOM JBYX JIM30COMAIBHBIX THIPO-
na3 (B-rexco3aMuHHAA3El A U B-rekco3amuHuaassl B). ledunut GpepMeHTOB MPUBOIUT K Ha-
koruieHuto GM2-raHrmo3u10B U CBSI3aHHBIX C HUMHU IVIMKOJIMITU/IOB B HEHpOHAX U BHYTPEH-
HUX OpraHax, BKJIroyas r¢4€Hb. 3a6OJ'ICBaHI/IC OTJINYAETCS BEICOKOM TFCTCPOrcHHOCTBIO U UMECT
TpU KJIMHUYECKUE (POPMBL: I€TCKYI0, FOHOLIECKYIO U B3POCIIYIO.

Kaunuka. [letckas ¢popma 6one3nn Canaxoda xapaKTepU3yeTcsl paHHUM MOSBICHAEM
cuMnToMoB Oose3Hu (B mepBbie 1,5 roma xu3Hu). KiuHHYeckre CUMITOMBI OOJIE3HU MPO-
SABJIAKOTCA MPOrpeCCUPYIOIIUMU HEBPOJIOTUYCCKUMU HapyUICHUSAMU, MBIIICYHOH THIIOTOHH-
eif, KIIOHUKO-TOHUYECKUMHU CYTOPOTaMH, HAMYHEM JBYCTOPOHHEro (peHOMEHa «BHUITHEBOU
KOCTOUYKM» Ha TNIa3HOM JTHe. JIeTanbHbIH HCXO/ PH 3TOM BapHaHTe 00JIe3HU 00BIYHO HACTyma-
€T /10 4-JIeTHETo BO3pacTa.

IIpu roHomeckoil ¢opme Gonesnn Canpxoda KIMHHMYECKHE CHUMITOMBI 3a00JICBaHUA
JIeOI0TUPYIOT B Bo3pacte 0T 4 1o 6 jet. B xiuHuke npeobnanaer gemeHuus. JletanbHbli HCX0/
yaie B [OJAPOCTKOBOM MJIM B MOJIOZIOM BO3pacTe.
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B3spocnas ¢popma 6onesnn Cannxoda passusaercs k 10 rogam KU3HH, UIMEET MEIJICHHO
IpOTpeccHUpyIolee TeUCHHE.

MeToabl ucciaenoBaHus. B KIMHUYECKOH KapTHHE 00palaroT BHUMaHHE Ha ceOsl KIIo-
HHUKO-TOHHYECKHE CYIOPOTH, KOTOpBIE IJIOXO KOPPUTHUPYIOTCS AaHTUKOHBYJIbCaHTaMu. [Ipo-
rpeccupyeT OTCTaBaHHE B YMCTBEHHOM DPa3BUTHU. MarHMTHO-PE30HAHCHOE HCCIIEIOBaHKE
BBISIBIISICT MPU3HAKH aTpO(UH KOPHI OONBIINX MOMYIIapuid U MO3Kedka. Ha rma3HoM IHE BbI-
siBnsieTcst PEHOMEH «BHUIIHEBOW KOCTOUKM» (puc. 28, 29).

Puc. 28. Arpodus xopst 6onbimx nonymapuii (C) u mozxeuka (D) y pebenka
¢ 6one3nbto Canaxoda [72]

Puc. 29. «BunineBoe nsTHO» Ha TIIa3HOM JiHE Y pebeHka ¢ 6one3nbio Canaxodal72]

TIporno3. HeGnaronpusTHBIMA.

. Bosie3ub BosibMaHna. MiMeeT ayToCOMHO-pelieCCUBHBIN TN HacenoBaHusl. OTHOCHUT-
¢l K JIN30COMHBIM 0oJie3HsIM HakorieHus. Yactora He nmpebimaet 1/700 000.

Mndp no MKB-10: E75.6.

IMarorenes. B ocHoBe Gosie3HU NeXHUT nehUIUT HEepMEHTa KHUCIOH JIMNa3bl, KOTOPBIMA
BEZET K HApYIIEHHIO METa0oJIM3Ma JIMIONPOTEHI0B HU3KOM IUIOTHOCTH U CONPOBOXKIACTCS
HaKOIUIEHHEM JIMITHJIOB B MEYCHH, APYTUX OpraHaX W TKAHAX, Pa3BUTHEM HaJIIOYEIHHKOBOU
HE/I0OCTaTOYHOCTH, PAHHUM aTePOCKIIEPO30M.

Kaunuka. IlepBoie npusHaku panHeil Gopmbl 6ose3Hu (coOCcTBeHHO O0sie3Hb BonbMa-
HA) MOSBJISAIOTCS, KaK MPaBWIIO, B NEpBbIe 3-6 MecsleB KHU3HHU, HO MaHupecTanus 0one3Hn
BO3MOXKHA W paHbllle. B KITMHUYeCKOi KapTHHE JOMUHHUPYIOT TeTaToCIUIEHOMET alnsl, aHEMHUS,
pBOTa, AMapes, crearopesi, BO3MOXHa jxkentyxa. OTmeyaercs 3a/iepKKa pa3BUTHS. XapaKkTepHa
kanbuupukanys HaamnoueyHukos (3, 7). Ilpu Bropoii (mobpokauecTBeHHOM) hopme (Oones-
HY HaKoIUIeHHs 3(hUPOB XoJlecTepruHa) MaHUecTalys 00Ie3HU HacTyHaeT Mo3xe (B BO3pacTe
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ot 2 710 23 5eT), MEAJICHHO MPOTPECCUPYET, HE uMeeT Ipu3HakoB nopaxeHus [[THC. OcHOBHBIM
IIPHU3HAKOM 6OJ'I63HI/I SABJIAKOTCA IreraroMerajins, DUppo3 NCUCHU.

Mertons! ucciien0BaHUA:

1. Menuko-reHeTuUEeCKO€e 00CIEI0BaHNUE.

2. Ompenenenre akTUBHOCTH KUCIIOMN JIUIA3HI.

3. buorncus neyeHu.

Iporuo3. HeGnaronpustHeL IpH paHHel hopMe 00JIe3HH, JIETATBHBIA NCXO B TEYCHUE
MEPBOTO rojia Ku3HU. [Ipu 00JIe3HN HAKOIUIEHHs 3QHUPOB XOJIECTEpUHA TeUCHUE OOJIC3HHU 3a-
BHCHT OT OBICTPOTHI Pa3BUTHS LIUPPO3a U XPOHUUECKON IEYCHOYHOHN HETOCTATOUHOCTH.

4.3.1.2. ITHKOreHo3bl.

A. I'mukoreno3, Tun I (0ose3ns I'mpke). Hacnenyercs nmo ayTocoMHO-peLecCUBHOMY
tuny (3, 7).

HIugp no MKB-10: E74.0.

IlaTorene3s. B ocHoBe 00se3HU NEKUT ACPULUT DIHOK030-6-Pocdarasbl, YTO TPUBOAUT K
XPOHUYECKOI TUITOITMKEMHH, KeToaIua03y. Hapymaercst kak IIMKOIeHOJN3, TaK U ITIOKOHEO-
reHe3. B nieueHn HakarIuBaeTcsi H30BITOK TIINKOTEHA.

Kaunuka. Y G0NbHBIX OTMEYaIOTCS CyAOPOTH, IUAHO3, THapesi, PBOTa, OTCTABAHUE B PO-
CTe, O)KUPEHUE, apTepuallbHasi THIIOTEH3HsI, TeMOPpParn4eckuii CUHAPOM, CIIOHTaHHBIE Mepe-
nombl. Hepenko 00ne3Hb AUArHOCTUPYIOT Uepe3 HECKONBKO MECALEB M0CIE POXKACHHUS, KOra
y peOeHKa 0OHapYKMUBAIOT YBEINUSHHE KUBOTA M TeIaToMeranuro. [locie yBenmueHus MHTep-
BAJIOB MEX Y KOPMJICHHSMH MOSIBISIIOTCSI CHMIITOMBI THIIODIMKEMHUH, 0COOSHHO 110 yTpam. Ts-
KCCThb U JJIUTCIIBHOCTD 31IU300B I'MITOITIMKEMHUHU IIOCTCIICHHO YBCINYNBAKOTC, YTO IPUBOAUT
K CHCTEMHBIM METa0OIMYSCKUM HAPYIICHHUM, Pa3BUTHIO JIAKTATAIM/]03a.

Mertoas! ucciienoBaHus:

1. M3mMepeHne akTUBHOCTH TIIIOK030-6-(ocarasbl B LENbHBIX U Pa3pyLICHHBIX MUKPO-
coMax medyeHd (1o oOpa3oBaHHIO ITFOKO3bI U pocdaTta U3 miroKo30-6-pocdara); or-
HOCHUTCS K CJIOXKHBIM METOZIaM UCCIIE0BaHHMS, JOCTYITHO TOJNBKO KPYITHBIM HAyIHO-HC-
CJIEIOBATEIILCKIM JIA0OPATOPHSIM.

2. Wcnonb3oBaHHE METONOB MOJEKYJISAPHON OMONOrHK (BBISBICHHE IT'€HETHUECKOTO Jie-
¢exra mytem I[P u mociexyromeid ruOpHIU3aLAN CO CHEU(DIUCCKUMHI OJIUIOHY-
KIICOTHUIAMH).

3. BHOXMMHUYECKHH aHaTN3 KPOBH: BBIABISAETCS TMIOIIMKEMHES, MOBBHIIICHHE YPOBHS
JIaKTaTa U MeTaboNn4ecKui anunos.

4. TIpoBokaruoHHas mpoba ¢ DIOKaroHoM. IIpy BBEIECHHU TIIIOKaroHa HE MPOUCXOIHUT
TIOBBIIICHHS] YPOBHSI IIIFOKO3BI, TOTZIA KaK YPOBEHb JIaKTaTa MPOJOJDKAeT HapacTaTh.

5. buornicus neueHu.

Iporno3. OTHOCUTENBHO OnaronpusTHEIN (3, 7).

B. I'muxoreno3, Tun Il (6one3nn Ilomne). Haciegyercs mo ayTocoOMHO-perieCCHBHOMY
Tuiy. Briepsbie 6one3Hs onucana B 1932 rongy romnanackum natonorom J.C.Pompe (0511 Ka3-
HeH B 1945 r B Anxmape, Hunepnannesl, 3a yuactue B ConpoTtusieHun). PacnpoctpaneHHOCTh
6onesnn [Tomme cocrasmsier 1/140000-1/60000.

Hugp no MKB-10: E74.0.
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Iatorene3s. Pa3sutue 3aboneBaHus CBSI3aHO ¢ ACPUIUTOM KUCIOH 0O-1-4-IIMKO3U a3kl
(KHCITOM MaNbTaskl), YTO NPUBOIUT K HAKOIUICHUIO TIIMKOTEHA B TKaHSAX M OpraHax OOJBHOTO
1 ux nospexaeHuto. Hanbonee ys3sumbiMu ripu 6one3nu [Tomne cTaHOBSITCS ME4EHB, CKENET-
HbIE MBIl 1 MUOKapH (puc. 30).

Puc. 30. OTnoxeHue MUKOreHa B MUOKapAuoLuTax npu oone3nu ITomne
(Wikipedia, 2015)

Knannuka. B 3aBUCHMOCTH OT BpeMeHHU HOSBICHUS CUMIITOMOB BBIIEISIOT HH(MAHTHIIb-
HYI0, IOHOIIECKYIO 1 B3pociyro GopMEI 3a0oneBanus. Benymumu nposiBineHusMu npu nHdaH-
THWIBHOU (hopMe 3a00s1eBaHMs SIBIISIOTCS TSDKEINas, PE3UCTEHTHAs K TEpaIliy CepleyHas Helo-
CTAaTOYHOCTh U T€HEPAIM30BaHHASI MBIIIICUHAsI THIIOTOHHSI, CHIYKEHHE TITYOOKUX CYXOKUIIBHBIX
pedrekcoB, 3aTpyIHEHHE AbIXaHHS, TeIaTOMETa s, MAKPOTTIOCCHSI.

VY noapocTKOB M B3POCIBIX 00JIE3Hb OOBIYHO MPOSIBISETCS MPOrpeccHpylomeii cnado-
CTBIO MBIIII Ta30BOTO mosca U auadparmel. [Ipu MaHudecTanun B IOHOMECKOM M 3PEIOM
BO3pacTe 3a00JIeBaHKE TMOIACTCS KOPPEKIHMH 3aMECTUTENLHON (pepMeHTHO# Tepanuei, HO
Y MHOTHX JIETE JOIIKOIBHOTO BO3pacTa OYEeHb OBICTPO HAYMHAKOT BBIPAOATHIBATHCS HEHTpa-
JM3YIOLIME AaHTUTENA K BBOJMMBIM M3BHE (hepMeHTaM. [Ipu paHHEM MpPOSBICHHN CHMITOMOB
JIETH, KaK MPaBWIO, HE JOKUBAIOT 10 TOJA.

Mertonsl uccjief0BaHUs:

1. lnarno3 6one3nu ITomne craBUTCs ¢ y4eTOM CEMEHHOro aHaMHe3a U JIaHHBIX OHOII-
CHH CKEJIETHBIX MBIIIII, COAEPIKAIIIX JITIOHNPOBAHHBIN TIIMKOTEH B KJIETKaX C OTCYT-
CTBHUEM KHCJIBIX ITTFOKO3H1a3.

2.Ha peHTreHorpamme OpraHoB IpyQHOH KJIETKH ONPENeNIIIOTCS YBEIUYSHUE pa3MepOB
cepla 3a cUeT BCeX OTIEJIOB, MPHU3HAKH TMIIEPBOIEMHH Majoro Kpyra KpoBooOpa-
IIEHHS.

3.OKT": peructpupyercst ykopoueHue uHTepBana PQ, oueHb BEICOKHUI U 4acTO IIUPOKUI
komIuiekc QRS B neBBIX peKapauaIbHBIX OTBEICHUX, YIUIMHEHHE (a3bl Penosipu-
3allMH JKeNyI0YKoB ¢ nHBepcuen 3youa T u myroo6pasHeiM uHTepBajiom ST.

4.3xokapnuorpadus: BbIABISACTCS THUIEPTPO(US BCEX OTIEIOB MHOKapla C PEe3KHUM
YMEHBIIEHUEM MOJIOCTEN CepAlia BO BPEMS CUCTOJIBL.
Mporuo3. He6naronpustaslii (1, 3, 7).

VI.H. 3axaposa, M.JL. ITsixos, A.H. TopsitnoBa, 3.B. Kanoesa, E.A. ®unumnmoa 59



B. Imukxoreno3, tumn III (0osesns ®opbéca uau 6Goge3ns Kopum) Hacnenyercs
M0 ayTOCOMHO-PELIECCUBHOMY THIY, BcTpeudaeTcs ¢ vactotoid 1:100.000 sxuBopoxkaeH-
HbIX. bonesnpto Kopu HazBaHa B yecTh snaypearoB HobeneBckoit mpemun 1947 rona Kapna
u I'epru Kopu, 6onesnsto @opbca — B 4ecTh Bpada-TeparieBTa, BIEPBbIE OMUCABILIETO MPU-
3HAaKU METa00JIMUEeCKUX HapyLIeHUH.

HIugp no MKB-10: E74.0.

atorene3. Cumnromsl 3a0oneBaHusi 00ycIOBIeHb! AeduiroM dpepmenta amuio-1,6-
IJIFOKO3HU/1a3b1, PACUICTUISIONIET0 NIMKOT€H, YTO MPUBOIAMUT K OTIIOKEHUIO aHOMAJIbHOTO IVTHKO-
TeHa B [1eYeHH, CKeJIETHBIX MBIIIIaX U MHOKapze. B pesynbrare copepkaHue IITIOKO3bI PE3KO
CHIDKAETCS, B TIEYCHH U JPYTHX OpraHax HaKalIMBaeTCsl OCTaTOYHBIN nekeTpuH [1, 3, 7].

Kannuka. Jlebpunur depmenTa ammio-1,6-mmoko3naa3el B IEYSHH M MBIIIEYHOH TKa-
HU TIpUBOAMT K pasutuio BapuaHTa GSD-IIla (knmuHUYEeCKH BKIIIOUAET BOBIICUCHUE MEUSCHU
Y MBIIICYHOH TKaHH); nipu Bapuante GSD-IIIb nepunut dpepmenta otMmeyaeTcs TOIBKO B Te-
4yeHd, 0e3 BOBJIEUEHHS MBILIEYHOH TKaHU. [Ipu TshkenoM TedyeHuH OO0JIe3HU B MEpBbIe 2 Toaa
JKM3HU XapaKTepHa TPHaJAa MIPU3HAKOB: T€MAaTOMETANNS, THIIOTINKEMHS U 331€PXKKA Pa3BUTHSL.
V3MeHeHns MBILIIEUHON TKAaHH, BKJIIOYAIOLINE TUIIOTOHHUIO U KapIMOMHUOIIATHIO, KaK MPaBUIIO,
HaAXOJAT Mo3xke. Y JeTed ¢ KapJUOMHUOIATHEeN BBIABISIETCS CUCTOINYECKUN IIIyM, THIIEPTPO-
¢us xenynoukos 1o nanHbeM OKI, HO mpu mpoBeAeHUU 3XOKapAuOrpaduu OTKIOHEHHH OT
HOPMBI MOXET U He ObITh. B cityuae OaronpusiTHOro TeueHus 00s1e3H1 MaHU(ecTalust MOXKeT
OBITh 1O JOCTHXXECHUU coBeplieHHONeTHs. OCHOBHBIMM CHMIITOMAaMHU SIBJISIIOTCSI ACMITTOMA-
THYeCcKasl reraroMerajys, JJaTeHTHO MpoTeKaromas 0oJie3Hs nedeHu wim muonarus. [1lo mepe
B3pPOCIICHHS MAIMEeHTa pa3Mephl MEUeHH YMEHBIIAIOTCs, THIIONIMKEMHS OTMEUYAaeTCs pexke.
Tonbko y HEOOIIBIIOTO YKCIa OOJNIBHBIX pa3BUBaeTcs uuppos [123].

Mertons! ucciiei0BaHus:

o OMOXMMHYECKHH aHAJIN3 KPOBH, BBIBIISIOIINIA TUITIOTITHKEMHIO,

e ONpeJIelICHuEe aKTUBHOCTH (pepMeHTa aMuiIo-1,6-TITF0KO31 1a3bl,

o OHOIICHS IEYCHH.

IIporno3s. bnaronpusTHeIA.

I. I'nuxoreno3 1V Tuna (0os1e3Hb AHepcena). B nutepatype BcTpedaroTcst Takke Ha-
3BaHUS AMUJIOTIEKTUHO3, AU QY3HBIN IMKOI€HO3 € IIUPPO30M IreueHH. ViMeeT ayTocoMHO-pe-
LIECCUBHBIN TUM HachenoBanwus [1, 3, 7].

Mndp no MKB-10: E74.0.

ITaTorenes. B ocHoBe 3a001€BaHUs JISKUT NePUIUT HepMEHTa aMIIIO- 1,4-60-ITIFOKO3UII-
Tpancdepaspl. B pesynbrare B remarouuTax M MHOLMTAX HAKaIIMBACTCS aMUJIONEKTHH.

Knnnuka. Manudecranus 601e3HH 0OTMEYAETCS C IEPBBIX MecsleB xku3HU. [lepBbiMu
CHUMITTOMaMH SIBILSTIOTCS pBOTa | auapest. [Io Mepe mporpeccupoBaHus 3a00jieBaHHs HapacTa-
€T rernaToCIUIEHOMETaNINs, pa3BUBAETCS IUPPO3, XPOHUYECKAs MEYEHOYHAsI HEJOCTaTOYHOCTb,
MBIIIEYHAs THIIOTOHUS, KapIHOMHOIIATHS.

MeTtoabl uccae10BaHuA:

1. Onpenenenue akTUBHOCTH (epMeHTa aMUJI0- 1,4-60-TTFOKO3UIITpaHCepasbl.

2. buorncus neueHu.

ITporno3. HebnaronpusatHeiii. JleTanpHbI UCXOJ HACTYIAeT B HEPBbIE 4 roja >KU3HM.
Penko mponosKUTEIbHOCTD XKU3HU JOCTUTAET § JIeT.
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J. Tnukoreno3, Tun V, 6oe3ns Mak-Apana (merabonuueckas muonarus). Mimeer ay-
TOCOMHO-PELIECCUBHBII TUIT HACJIEIOBaHUS.

Mudp no MKB-10: E74.0.

IMaTorene3. B ocHoBe 3a00yieBaHus JEKHUT AeHUIUT HEPMEHTA MBIIICUHOMN IHKOTCH-
¢dochopunaszsl (Muopochopunasbl) B MBIILIEUHOW TKAaHH, YTO HMPUBOAUT K HAKOIUICHUIO B
MBIIIIAX (BKIIIOYas MHOKapA) IIMKoreHa. [Ipu oTcyTcTBUM (epMeHTa NpeKpalaeTcs nepaas
peakuus TIIMKOTEHOIN3a U CTAHOBUTCS HEBO3MOXKHBIM 00pa30BaHHe IITIOKO3bI, HEOOXOANMOM
JUIS CHHTE3a 3HEPTHH U3 IIMKoreHa mpim [1, 3, 7].

Kannuka. YV GOJbHBIX OTMEYAETCSl CHIKEHHAs MEPEHOCUMOCTh (PU3NYECKUX HArpy-
30K. BBIpa)keHHOCTh CUMIITOMOB BapbUpPYyeT B 3aBHCHMOCTH OT CTENeHH Aeduuura dep-
MeHTa. Y JeTel co cpefHeHd cTeneHpo GEepMEeHTHOTO NeHunTa HAOMIONAIOTCS JHIIb OT-
JIeJIbHBIE CUMIITOMBI 00JI€3HHU, TUO0 TeYeHHE MOXKET OBITh BOOOIE aCHMIITOMHBIM BILJIOTh
JI0 TIOAPOCTKOBOro Bo3pacTa. Ha mepBslii miaH B KIMHUYECKOH KapTHHE BBICTYNAIOT HOMO-
mue 60JIH IO X0y MBIIIIL, CYA0POTH mociie GU3nIecKoil Harpy3KH U CyJOPOKHBIE MTOIEPTH-
BaHUs (cuHApoM Kpammun) B pa0oTaromuX MEIMIax. B OONBIIMHCTBE CllydaeB OTMeYaeTcs
MHOIJIOOMHYPHSI, KOTOpasi MOXKET SIBUTHCSA (aKTOPOM pUCKA PAa3BUTHS OCTPOU MOYEYHOU
HE/I0CTaTOYHOCTH. BOJIb MOXKET JUIMThCA YacamMu, a Harpy3KH MPUBOAST K IIOBTOPHBIM MPH-
CTyIlaM, BO3HUKHOBEHHE KOTOPBIX CBA3aHO C MAaKCUMAaJbHBIM CHU)KEHHEM YPOBHS aKTHB-
HOCTH (pepMEHTA.

Mertons! uccie0BaHUS:

1. OnpeneneHue aKTUBHOCTH MBILIEUHON IIHUKOTeH-(GochOoprnaspl B OHONTaTe MbIIIEY-

HOTO BOJIOKHA.

2. TeneTnueckoe odOcnenoBanue (MOJNEKYISIPHO-TEHETUUSCKHIA aHAITN3).

3. Muorno6unypusi.

IIporuno3. OTHOCHUTENIBHO ONATONIPUATHBIN.

E. I'mukoreno3, tun VI, 6oJ1e3nb Xepca (uu I'epca, BcTpedaeTcs Takke Ha3BaHue «00-
Je3Hb Opcay). FIMeeT ayToCOMHO-PELIECCUBHBIN TUII HACTIEIO0BAHUSL.

Mudp no MKB-10: E74.0.

IaTorenes. bosne3np o0ycnoBneHHa aeduiuToM neueHouHoi Gochopunasel [91]. B pe-
3ynbTaTe Hapymaercs: GpochopuimpoBanue (paciieieHne) NIMKOTeHa B TIEYEHH, YTO BEJET K
€ro HAaKOIJICHUIO B T€NaTOIUTAX.

Kaunuka. Imukoreno3 VI Tuma nposiBisieTcsi 0OBIYHO HA MEPBOM TOJY JKU3HH. Xapak-
TEpHBI 3HAYUTENLHOE YBEIUIEHHE ITEUSHU B PE3yNbTaTe TIIMKOTeHHOH MHQUIBTpaliy renaTo-
LIUTOB, 33/IeP’KKa pOCTa, KyKOJIbHOE JIUIO, THIIEPIUINIEMHS, THUIIEPITIMKEMUS T0CIIe BHYTPH-
BEHHOTO BBE/ICHUS TaJIAKTO3bI, TIOBBILICHHOE COICPKaHHUE TIIMKOT€HA B OPUTPOLIUTAX.

MeTtoab! uccie10BaHuA:

1. B OmoxumMm4yeckoM aHali3e KPOBH OTMEUAETCS THITOTIMKEMUS], THIIEPIHITHISMUSL.

2. Ilpo0a ¢ ranakTo30i BBISBIAET MOBBIIIEHUE YPOBHS IIIIOKO3bI B KPOBH.

3. B sputponurax mnepudeprueckoil KpPOBHM OTMEUACTCS IOBBILICHUE COACPIKAHHS

IJIMKOTEHa.
IIporno3. biaronpusTHBIN.
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4.3.1.3. I'uxonpoTenHo3bl.

Dyko3u103. VIMeeT ayToCOMHO-pELIECCUBHBIN TUII HaclleoBaHus. Berpeuaercs kpaiiHe
penko. o 2014 rona B Mupe onucanbl 100 qMarHOCTHPOBAHHBIX CliydaeB (DyKO3H103a.

Mudp MKB-10: E77.1.

IaTorene3s. 3aboneBanue BriepBbie onucaHo B 1967 rogy Durand P. OtHocuTcs K rpym-
ne OoJIe3HEeH HaKOIUICHUsI — IIIMKONPOTEHHO3aM. B ocHOBe maroreHes3a 3a00JeBaHUS JICKUT
neduuut gepmenTta o-L-pyko3uaassl, y4acTByIOIIEro B karaboiu3Me (yKo30COoAepKalinux
COEIMHEHHH (B YaCTHOCTH IVIMKOJIMIIUAOB), YTO IPUBOAUT K BHYTPHKJIETOUHOMY HAKOIIJICHUIO
(dyko3conepKanX NIMKOIHUITUIOB U TIIHKOMPOTEHHOB B PAa3IMYHBIX OpraHax M KIMHHYECKON
Manudecrauu 6one3nu (puc. 31).

Kaunuka. 3aboneBanue umeeT 2 BapHaHTa TeUeHHS: | THIT OTIMYaeTcss OBICTPBIM MPO-
rpeCCupoOBaHUCM, 3aKaHYUBACTCSA HCGJ’[aFOHpI/IHTHLIM HCXOJOM B IIEPBLIC 2 roga JXu3HH, 2 THII
omnyaercs Oosee MeIUICHHBIM TedeHHeM, OOJIbHbIE MOTYT JIOXKHUBaTh a0 18 ner. B kiuHu-
YeCKOM KapTuHe (yKO3H103a JOMUHUPYIOT BBIPAKCHHAS 3a/I€pP’KKa ICUXOMOTOPHOTO Pa3BH-
THS, yTpara paHee MPHOOPETEHHBIX HABBIKOB, OMIHpAMUAHAS M JKCTpANMpPaMUIHAS HEIO-
CTaTOYHOCTH, PACTIPOCTPAHECHHEIE TEelIEaHTMIKTa3uN, MHOKECTBEHHBIE MN30cTO3hI [53,108].
MarauTtHo-pe30oHaHCHasT ToMOrpadusi MO3BOJSIET BBIIBUTh NPU3HAKH THUIIOMHUEIUHHU3AINH
U IEMUEIIMHU3ALMH.

MeTtoasb! ucciaenoBanus. OnpeneneHre B MO4€ KOHBIOTaTOB INIMKOMPOTEHHOB.

Puc. 31. ®yko3u103: a — TENICAHTMIKTA3UH HA MOIONIBEHHON MOBEPXHOCTH CTOIT
y 8-netHero pebeHka ¢ Gpyko3um030M; b-e — MHOXKECTBEHHBIE IN30CTO3BI [53]
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4.3.1.4. Myxonoaucaxapuaossl. Cunapom Xantepa (Hunter—syndrom).

IlepBoe KIMHUYECKOE ONUCAHUE MyKomoaucaxapuno3os (1917 ron) cs3aHo ¢ CHHAPO-
MoM XaHTepa (Mykononucaxapuzo3s Il Tumna), KOTopblii OTHOCHTCS K BPOXKICHHBIM 3a00J1eBa-
HUSIM, UMEIOIIUM PELIeCCUBHBIN ITyTh HACIEA0BAHUS U CLEIUIEHHBIM C X-XpOMOCOMOI (BCTpe-
gaeTcs y ManpaukoB). B magame XXI Beka B mMupe amarHoctrpoBaHo okono 2000 ciaydaeB
cunpoma Xantepa, S00 u3 6onbHbIX poxuBaiu Ha Tepputopun CIIA, 30 ObL10 3aperucTpu-
poBaHo Ha Teppuropuu Kanansl, onqus ciaydail onucan B Hosoit 3enanauu [3, 7].

HIndp no MKB-10: E76.1.

ITaTorenes. B npornecce Gpu3nonornueckoro pa3pymeHust MaTpruKkca, CoOAepIKalero mpo-
TEOIIMKAHBI, 00pa3yI0TCs MyKOIIOJIMCaXapuabl, N3BECTHbIE, KaK TInKo3aMuHorIuKanbl (IAD).
[Tpu cuaapome XaHnTepa HapyIIaeTCcs MPOLECC YTHIN3ALUH JBYX BAKHEHIINX TIIMKO3aMHHO-
IIMKaHOB (JepMaraH cynb(ara U renapaH cyiabdara) B pe3ysnbrare 4aCTUIHOTO WU IOJIHOIO
CHIDKEHHS akTUBHOCTH (epMmeHTa 12S. [MMKO3aMHHOTIIMKAHBl HAKAILTMBAIOTCS B PA3IMIHBIX
OpraHax ¥ TKaHsix, 00ecre4rBas MHOroo0pasue KIIMHUYECKUX MPOSIBIICHUH CHHIpOMa XaHTepa.

Kiunnka. {ng cuaapoma XaHTepa XapakTepHO HalM4ue a0JOMHHAJBbHBIX I'PBIXK, pe-
OAIUBUPYIOMINX OTUTOB, PUHUTOB, YacTeix OP3 B Teuenne nepsoro roxa xu3xu. [locne roga
OTMEYACTCs 0rpy6nel-me qepT Jinla, MOSABJIACTCS BI)ICTyHa}OHLl/Iﬁ J'IO6, HIMpoKas nepeHocula
W yBeNIn4MBaeTcs s3bIK. [Ipr ocMoTpe oOpamiaeT Ha ceOs BHUMaHue OOJbIIasi TOJIOBA M yBe-
JIMYeHue B 00beMe KHUBOTA. XapaKTepHBI 4acThle HHMEKIMU OPraHOB CIIyXa U AbIXaHUS ¢ 3a-
TSOKHBIM TEYCHUEM.

Haxorienne MykononicaxapuaoB B TONIIE KITAallaHHOTO armapara, SHIOKap/ia u CTeH-
Kax JbIXaTeNbHBIX ITyTeil BeleT K HapyIIeHUI0 (yHKIUH CEepIla, Pa3BUTHIO OOCTPYKTHBHOM
0O0JIe3HH JIETKUX, CHIDKCHHUIO JBIXaTeNFHOro oObeMa. [ledeHs U cene3eHKa yBeIMIUBAIOTCS,
JKMBOT CTaHOBHUTCS PACTSHYTHIM, YTO NPHUBOAWT K MOSBICHUIO TPhDK. Bce Gompime cycra-
BbI (BKJIIOYasl 3aIICThe, JJOKTEBBIE, IIEUEBbIE, Ta300€IpEHHbIE U KOJIEHHbIE) MOTYT CTPajaTh
IIpU CHHIpOMe XaHTepa ¢ MOCIESAYIOIIM Pa3BUTHEM TYTONOABIKHOCTH. [Iporpeccupyromiee
BOBJICUCHHE TAJIBLIEB U CycTaBa OOJIBIIOTO Majblia BEJET K MOTepe CIocOOHOCTH Oparh Me-
Kue mpeaMeTsl. Mi3MeHeHus B 001acTH 3alsCThsl CIOCOOCTBYIOT IOSIBIICHUIO BBIPAXKEHHBIX Ha-
pyLIEHUH TOABIKHOCTH KUCTEH PyK. YMEHbBIIAETCS JJIWHA KOCTeH, KOKa BEPXHUX OTIEIIOB
KOHEYHOCTEH M CIUHBI NPUOOpPETAaeT IBET CJIOHOBOHM KOCTH. M3MEHEHHE KOXKHM HE SBISETCS
BelyLIMM IIPU3HAKOM CUHIpOMa XaHTepa, HO TeEM He MEHEe, SIBISIETCSI IPEAUKTOPOM TSXKEIO0I0
TeyeHus 6one3Hn. HakoruieHne mMMKo3aMUHOTIIMKAHOB B TOJIOBHOM MO3T€ BEAET K 3aIepiKKe
YMCTBEHHOTO Pa3BUTHSL.

Knnnuka cunapoma XaHrepa HHIUBUAYaJIbHA Y K&XKIIOTO OOJIBHOTO U HE BCETAa COIIPO-
BOXKIACTCs 3a116p>1<1<0171 YMCTBEHHOT'O Pa3sBUTHA. OmnucaHbl CJIy4dau, Korga npoaonKUTEIbHOCTh
*xn3HH ObLTa 6onee 50 et Oe3 MoTepH TPYIOCIIOCOOHOCTH, Y HEKOTOPBIX OOTBHBIX HAPYIICHUS
uHTeIUIeKTa oT™MevaroTces nmocie 20—30 set. YacTb O0MBHBIX HMEIOT MTPOIOKUTEIBHOCTD KH3-
HU He Oonee 15 JieT U TsHKeble YMCTBEHHBIE HApyLICHHUSI.

Metonbl uccienoBanus. i1 cuanapoMa XaHTepa XapakTepHO HAINYUE TITUKO3aMHHO-
mukaHoB (ITATT) B Moue. OJHAaKO B OTJENBHBIX Cilydasx ypoBeHb [Al" MOXkeT ObITh HOpMaJib-
HbIM. OKOHUATENBHO IUArHO3 CUHAPOMa XaHTepa MOATBEPXKIACTCS ONPEAEICHUEM aKTUBHO-
cti 12S B CHIBOpOTKE, JEUKOIUTaX KPOBH HIIK B (hUOpOOIAcTax, MONyUYSHHBIX MPH OHOTICUU
koxH. [IpeHaranpHast TUarHoCTHKa CHHApPOMa XaHTepa MPOBOAUTCS IMTyTEM OIpeNeNIeHUs aK-
TUBHOCTU [2S B aMHHOTHYECKOM KHIKOCTU WIK B BOPCHHAX XOPHOHA.

Iporuo3. HeGnaronpusTHLIN.
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Kpome cunapoma XaHTepa B HacTosiee BpeMs BbLACISAIOT 14 THIIOB MyKOIOJIHCaxapu-
no30B. Hanbonee u3yuensl: cunapom ['ypiepa (Mykononucaxapuaos [ tuna), 6osnesns [da-
yaiepa-I'ypnepa, 6onesns llleiie (mo3auuii Bapuant cunapoma ['ypiepa), 6one3np CaHdu-
sumno (Mykononucaxapuao3 I11 tumna), 6onesns Mopkuo (Mykomnonucaxapuao3 [V tumna), cut-
npom Mapoto-Jlamu (myxononucaxapuno3 VI tuma), cunapom Cnast (MyKononucaxapuzios
VII tuna), cunnpom du ®eppante (mykononucaxapuaos VIII tuma).

4.3.1.5. Manno3ua03. lMeet ayToCOMHO-pEIIeCCHBHBIN THIT HACIICAOBAHUSI.

Mudp no MKB-10: E77.

IlaTorene3. B ocHoBe 3a00JIEBHUS JIEKHUT HEAOCTATOYHOCTH JIN30COMHOTO (epMEHTA,
B pe3y/bTare Yero HapyIaeTcs KaradoJIn3M MaHHO3bI M IPOMCXOUT HAKOIUICHUE ITOTO Bellle-
CTBa B TOJIOBHOM MO3T€, ITIEYE€HH, KOCTSIX, POTOBUIIE, XPyCTAIHKE.

Kaunuka. XapakTepHbl: pBOTa, CIUICHOMETalus, rpyOble 4epThl JIUIA, MaKpOIIOCCus,
HIMPOKUE MPOMEKYTKH MEXAY 3y0aMu, HU3KUH POCT, TIIyX0Ta, IOMYTHEHUE XPyCTaINKa, MbI-
HIeyHasi ciabocTh, YepPThl MHOXKECTBEHHOTO JIM30CTO3a, TOBTOPHBIC PECIUPATOPHBIC HH]EK-
WU, OTCTAaBaHUE B yMCTBEHHOM Pa3BUTHH, PACIINPEHHBIE KEITyIOYKH MO3Ta.

MeTonbl ucciaenoBaHus. B neikonurax KpoBH pe3koe CHIDKeHUE (pepMenTta. B mode
GoJBIIOE KOJTMYECTBO MAHHO30COACPIKAIINX OJTUTOCAXapHIOB.

Iporuo3. He6naronpustaelii [3, 7].

4.3.2. HacineacTBeHHbIe HAPYLIEHHsI MeTa00/1M3Ma, He CBSI3aHHbIE ¢ JIM30COMHbIMH
00/1€e3HAMH HAKOIJICHHS.

A. T'anakro3zemus. Hacnenyercs o ayToCOMHO-PELIECCHBHOMY THITY.

Mudp no MKB-10: E74.2.

Iarorene3. ['anakTo3a MOCTymaeT B OPraHM3M YeJIOBEKa B COCTaBe JHcCaxXapHla JIaKTo-
3bI (MOJIOUHBIH caxap, COAEPIKUTCS TOJIBKO B MOJIOYHBIX NIPOLYKTaX, KOHIIEHTPALUS B MOJIOKE
kosieonercs ot 2 1o 6%). [lox BiusiHHEM (epMEeHTa JIaKTa3bl JIAKTO3a PACIICIUIAETCS B KH-
IIeYHUKE HA 2 COCTaBHBIE YaCTH: INIIOKO3Yy M Trajakrtosy. [IpeBpaleHne rajgakTo3bl B TIIIOKO-
3y (Mmerabonmuecknii myTh Jlemyapa) IpOHCXOOUT IPH ydacTuH 3-X (epMEHTOB: ragakTo3a-
1-docoarypununrpancdepaszel (GALT), ramakroxunassl (GALK) u ypumungudocdar-
ranakTo30-4-anumepasbl (GALE). B cooTBeTcTBUM ¢ NeUINTOM 3TUX (HEPMEHTOB pasiinya-
10T | THN (KJIaCCUYEeCKHiA BapuaHT), 2 U 3 THIT rajlakTo3eMuu. [Ipu HETOCTATOUHOCTH OTHOTO
U3 (epMEHTOB KOHIIEHTPAIMS TaJAKTO3B B KPOBH 3HAYUTENIFHO MOBBHIIIACTCS, B OPraHU3ME
HaKaIUTUBAIOTCS [IPOMEKYTOUHbIE METa0OJIUTHI FaJIaKTO3bl, KOTOPhIE BBI3BIBAIOT TOKCHYECKOE
nopakenne [IHC, neuenu, nouek, cejae3eHKH, KuleuHuka, ma3 (puc. 32). Haubonee yacto
B KIIMHUYECKOM MpaKTHKe BCTpeUaeTcs Kiaccudeckni (1 THIT) ramakTo3eMun.

Kaunuka. IlepBble KIuHUYECKUE NPOSIBIEHUS 00I€3HU OTMeUaroTcs Ha 3—4-1 AeHb Ku3-
HHM HOBOPOXKIEHHOTO: XKENTYyXa, CHIDKEHUE MacChl Tea, pBOTa, [Uapes, acliUT, HEBPOJIOTHYe-
CKast CAMITOMATHKa (CyIOpOTH, HUCTarM, THIIOTOHMSA). B nanpHelimem oOHapyXUBaeTCs OTCTa-
BaHHe B (DM3MUYESCKOM M HEPBHO-TICHXHUYECKOM Pa3BUTHH. BO3MOXKHO OBICTpOE pa3BHUTHE CeIl-
cHca, Ie4eHOYHOM Hel0CTaTOYHOCTH, IOUEUHOM HeI0CTaTOUHOCTH, ABYCTOPOHHEN KaTapaKThl.

Metonbl uccaenopanus. CambM 3p(HEKTUBHBIM METOJOM PaHHEN AUarHOCTUKY rajak-
TO3EMHH SIBIISICTCS TIPOBEICHNE HEOHATAIBHOTO CKPHHHUHTA. B HETMAarHOCTUPOBAHHBIX CIIY-
gasgx (OTCYTCTBHE HEOHATAIFHOTO CKPHHHHTA) OTMEUAIOTCS TalaKTO3eMHs, TaNaKTO3ypHs,
TUIEPXJIOPEMUYECKUN alui03, albOyMUHYPHUS, aMUHOALIUAYPUSL.
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nc. 32. [ledeHs Ipy raJakro3eMUA HKa paHHETO B Ta.

Puc. 32. Ileue aJIaKTO3¢e eOeHKa paHHero Bo3pacra

TIponudepariust SUTENNS KETIHBIX KAWUIAPOB U OOJIBIINE KAILIH KHUPA B PIIOM
pacnonokeHHbIX renarorurax [107]

IIpornos. IIpu no3gHel quarHocTHKe — HeONAronpusATHSEIH [3, 7].

Bb. BpoxxneHHasi HenmepeHOCHMOCTh (PPYKTO3bI. VIMeeT ayToCOMHO-pEIIECCUBHBIN THIT
HacienoBanus [3, 7].

Mudp no MKb-10: E74.1.

ITaTorene3. BpoxineHHas HENEepeHOCUMOCTh (PYKTO3bl cBA3aHa ¢ AeduIuToM
neueHouHoro QgepMmeHTa anbaonassl B (¢pykrossi-1-docdar anpronassr). dedunur sto-
ro (pepMEeHTa MOXKET TaK)Ke€ OTMEYAThCS B KHIICYHHUKE M MOYKaxX. PampocTpaHEeHHOCTH CO-
crasiser 1/20000. KnuHnvyeckue CMMIITOMBI 00JI€3HU OBLTH BIIEPBBIE OnUcaHbl B 1956 roay
Chambers R.A. u Pratt R.T.

Kaunuka. IlepBble cUMIOTOMBI 0OJIE3HU MOSIBISIIOTCS cpasy IOCHE MpHeMa IPOIyK-
TOB, COIEPKAIMUX (PPYKTO3y: MEN, A0TOKH, aOPUKOCHI, TPYIIH, BHHOTPAJ, aBokKajo [25,46,
70] u moHavany 3a00JeBaHHE TPAKTYETCS KaK CHHAPOM pa3iApakeHHOTO KHIIeuHUKa [69].
B xnuHMYECKO# KapTHHE 00IE€3HN OTMEUAIOTCs TaKHe CUMIITOMBI, KaK TOLIHOTA, PBOTA, 00JIH
B J)KUBOTE U CHUMITOMAaTH4ecKas TUIOIIHKeMUs. [lepBble cUMNITOMBI 00JI€3HH MOTYT IOSIB-
JSIThCS €l B IIEPHOJl HOBOPOXKAEHHOCTU. ITpu OTCYTCTBUU JUETHI C UCKIIOUEHUEM QPYKTO-
3B IPOTPECCHPYET NeQUIUT MACCHI, CHIDKAIOTCS TEMITBI (PU3NIECKOT0 pa3BUTHS, OTMEUAeT-
csl HapylIeHne QYHKIUH ITeUYeHH U TIOYeK, Pa3BHBACTCS METaOOIMUECKUH ali103, OIHCaHBI
cIy4au JeTaJbHOro ucxona [122].

MeTonb! uccaenoBanus. [y 1uarHocTUKy OONE3HU UCIOJIb3YETCsl TECT TOJIEPAHTHO-
ctu k ppykrose. LozinskyA. etal.[46] npenyarator Harpy304Hyo 103y (hpyKTO3bl U3 paccuera
1 r/xr, HO He Oonee 12 r Ha npueM, B Buae 10% BomgHOro pactBopa. TecT cuuTaeTcs MOI0KH-
TENBHBIM, €CIIU CITYCTS 8 4acoB mocie npremMa (GpyKTO3bI MOSIBISIOTCS a0IOMUHANBHBIE OOITH,
Juapesi, B3AyTHE KHUBOTA.

IIporxo3. braaronpusTHLINA NPy MOJIHOM UCKIIIOUEHUH (PYKTO3bI U3 MUTAHUS peOeHKa.

B. Tupo3sunemus. Hacnenyercs 1o ayToCOMHO-PELIECCUBHOMY THUILY.

Mudgp no MKb-10: E70.2.

IHaTorenes m kjamHuka. Ha cerogHsmHuii AeHb CyLIECTBYIOT 3 THIA THPO3MHE-
muu (puc. 33).

1 Tvn THPO3UHEMHH (TelaTOpeHaNbHAs TUPO3UHEMHUS) OTHOCUTCS K CaMbIM TSDKEJIBIM Ba-
pHaHTaM THPO3WHEMHH H CBs3aH C JedunuTtoM pepMeHTa (hymMapHIareToarnerar THapoiIassl,
KOTOPBII KaTalIH3upyeT MOCIETHIOK CTAANI0 JerpaJallii THPO3HNHA: epexos GyMapHIaneTo-
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alerara B (yymapar, arietoaneTar u CyKIuHar. B pesynbrare nedgunura gpepmMeHTa IpOUCXOJUT
HaKoIJIeHHE (yMapuiaeToaleTaTa B renaTtoluTax u TyOyIIpHOM SIUTEIHH MPOKCUMAaTbHBIX
KaHaJbleB HedpoHa [115]. YBenmuenue koHUeHTpanuy Gymapuianeroanerara HHTHOUPYeT,
B CBOIO OY€pe/ib, IPEIBIAYIIHIE STAllbl METa00NIN3Ma TUPO3HMHA, YTO BEET K HAKOIJICHUIO 3TOH
AMHMHOKHUCIIOTHI B TKAaHSX. THPO3UH He SBISETCS TOKCHYHBIM BEIECTBOM IS IEYSHU U MOYEK,
HO €r0 HaKOIUICHHUE BbI3BIBAECT U3MCHCHHUS CO CTOPOHBI KOXKH M HAPYIICHUE IICUXUMOTOPHOTO
pasBuTHs. B KIMHUYECKOH KapTHHE JOMHUHUPYIOT MOpaKeHHE MeYeHH (rermaroMeranys, npsi-
Masi THIIepOMITMPyOHHEMUSI, KENTyXa, HUPPO3, KOATYIIONATHs M CBSI3aHHBIH ¢ HEH reMopparu-
Yeckuil cuHApoM, acuut). [lopakeHne movyek MMeeT KIMHUKY cHHApoMa MDaHKOHU: peHalb-
HBII TyOynapHbIi anuno3, runodocdareMuro 1 aMUHOAIUAYPUI0. BO3MOXKHO Takke pa3BUTHE
kapauomuonaruu [50].Pactipoctpanennocts cocraisger 1/100000, HO B HEKOTOPBIX TPOBUH-
nmsx Kanaae! Hamuoro Beimre: 1/16000 u 1/1846.

' 'ﬁ?ecycli;;‘g\
Phenylketonuria pathway] *
(new variant)

5,6,7,8-Tetrahydro- Plerm 4a-carbonol-

amine + H,0 (0]
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Phenylalanine-
hydroxylase Ho
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NH3 NH; 0o
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dloxygenase
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o Fumarate 4-Fumarylaceto-, (0] N o yrosmerma 1l
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- oxidase
O 4-Maleylaceto- o) 0
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Puc. 33. Tlaroduzuonorus MeTaboONNIECKUX HAPYIICHUH THPO3MHA, TIPUBOISIIINX
K TIOBBIIICHHIO YPOBHs Tupo3uHa B kpoBH (Wikipedia, 2015).

II Tunm THpo3MHeMMM (M3BECTHBIN Takke Kak cuHapoM Richner-Hanhart) Bri3biBaert-
cst neunuToM (epMeHTa THPO3HHAMHHOTpPAHC(EPasbl, KOTOPHIH SABISAETCS MEPBBIM B ICMH
(hepMeHTOB, KOHBEPTHPYIOIINX THPO3UH 10 Oosiee MeNKuX MoIeKyll. B pesynsrare nedummra
(epMeHTa HapymIaeTCsl epexosl TUPO3HHA B P-TUAPOKCH(eHIINHpYBaT. OCHOBHBIMH KITHHHU-
YEeCKHIMH TIPU3HAKAMHU 2 THIIA THPO3HHEMHUH SBIIAETCS MOPaKeHUE a3 (KepaTHT, cle30Tede-
HHe, HoToGoOuS), KOXKH (aIbMOIIIAHTAPHBIN THIIEPKEPATO3) U 33A€PHKKA HHTEIIEKTYaIbHOTO
pazsutus [112]. Manudecranus 6one3Hu orMedaercst Ha 2-4 rofy sku3Hu.Berpedaercs ¢ ya-
croroit 1/250000.

IIT TN THPO3WHEMHUH OTHOCHUTCS K O4€Hb PEIKUM 3a00JIeBaHUSIM. PacipocTpaHEHHOCTD
He u3ydeHa. B ocHOBe pa3BUTHS 3a001eBaHUS JISKUT AeGUIUT (epMeHTa 4-THIPOKCU(EHNII-
IIHPyBaT TUOKCUTEHA3bl, KOTOPBIA KaTalIu3upyeT HepeBo] IHAPOKCH(EHMIIIpyBaTa B TOMO-
TEeHTU3UHOBYIO KUCIOTY [87]. XapakTepHbIMHU NMPU3HAKAMU THPO3WHEMHHU 3 THIA SBISIOTCA
3aJIepKKa HHTEIUIEKTYaJIbHOTO Pa3BUTHS, CyAOPOTH U HHTEPMUTTUPYIOILAs aTaKCHS.
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Hioke npuBejieHa cxeMa MmartoreHes3a BCeX 3 THIOB THPO3HHEMHUHU.
MeTonbl ucciienoBanusi. B KpoBH HOBBIIICH YPOBEHb TUPO3HHA U METa0OUTOB.
Iporuo3. HeGnaronpusiTHbIN.

I'. Boe3ns Buibcona—KonoBasioBa. AyTocoOMHO-peLiecCUBHOE 3a00ieBaHNe, 00yCI0B-
JICHHOE HapylIeHHEeM MeTabo/In3Ma Me/IU, HaKaIIMBaIoIecsl B TOTOBHOM MO3I€ U IIEUEHHU.

Mudgp no MKB-10: ES3.0.

IMatorene3s. B ocHoBe 3a00neBaHys JIEKAT HApYLIEHHE CHHTE3a (PepMEHTa LepyIoIIIas-
MHWHA U CHKCHUE €Tr0 KOHLICHTPAllUU B KPOBH. I_[prJ'IOHJ'la?)MI/IH MMPUHUMACT HETIOCPCACTBCH-
HOE yuyacTHe B BBIBEICHUU MeOu U3 opraHusMma. He cBsi3aHHas ¢ Lepy/loIIa3MHHOM Melb
HaKaIUIMBACTCS MPAKTHIECKH BO BCEX OPTaHAX M TKAHSIX, HO B IIEPBYIO OUepeib B TOIOBHOM
MO3Te, OpraHax 3peHHs, IoYKax, IIeYeHr. B medeHn hopMHupyeTcsl KpyITHOY3IOBOH HIIH cMe-
LIaHHBIA IUPPO3, B IIOYKAX B TIEPBYIO OYEePeEb CTPAAAIOT IPOKCUMAJIbHBIE KaHAbIBl. B ronos-
HOM MO3Te NopaXkatoTcst B 0oJIblIel cTeneHn 0a3aibHble TaHIIMY, 3y04aToe sIpo MO3XKEUKa U
Substantianigra. OTIOXeHHE MEIH B JECLIEMETOBOM MeMOpaHe Iv1a3a PUBOAUT K popMUpOBa-
Huto konbIfa Kaitzepa-Oneitmepa (puc. 34).

Kaunuka. B xiuHuYeckod kapThHE OOJIE3HW TOMUHHPYET MOPAKEHHE IICHTPATbHOM
HepBHOﬁ CHUCTEMBI, YTO MPOABIIACTCA TUIICPKUHE3aMU, MMOBBIMICHHBIM MBIIICYHBIM TOHYCOM
W/MM NapajuyaMy, aTeTo30M, SIUICNTUYECKUMU MPUIAJKaMH, CIIOHOTEUEHUEM, TU3apTPpU-
eif, HapymeHneM noBeneHus, peun|[57]. IlopaxxeHue edeHN XapaKTepU3yeTCs TelaToMerai-
eif, CHMIITOMaM¥ XpOHHYECKOTO TelaTHTa, IHppo3a. Hepeako oTMedaroTcsi reMOJIUTHYEeCKast
aHeMUs, TPOMOOINTONEHH s, JIefiKoneHus. KpoMe 3Toro, BBIBISIFOTCS IPU3HAKK PEHAIBHOTO
TYOYJIIPHOTO aru03a (III0KO3ypHsl, aMUHOALU Y pUs, pochaTypust, ypaTypust, IPOTCUHYPHUS).

Metoab! ucciegopanus. OCHOBOI IMAarHOCTHKHU SBJIAETCA KapTHHA Oone3Hu. JluarHos
3a00JIeBaHUsI IOATBEPIKAACTCS:

* Hanuuuem xonbua Kaiizepa-®neitiHepa uinu ero «obnoMkoB». Heobxomum ocmotp
C MOMOIIIBIO IIEJICBOH JIaMITBI (3eNIEHOE WK 3eJICHOBATO-KOPUYHEBOE KOJbIIo Kaiizepa-
Orneiimepa Ha poroBuLe y IMMOa).

* CHUXXEHUE COIEpXKAaHUS Melu B ChIBOPOTKe kpoBu Hmxe 80 Mkr Ha 100 mn
(< 9,4 MKMOITB/ ).

» CHIKeHHE KOHIIEHTpAIMHU 1iepyomia3mMuHa Huke 20 mr Ha 100 mut (<1 MKMOJIB/J).

* TloBsieHue SKcKpenun Mean ¢ Modoit 6osee 100 Mkr B cyTku (>1,6 MKMOJIB/CYyTKH).

Puc. 34. Konsua Kaiizepa—®neiiepa BOKpyr pagy>KHOH 000104KH I1a3
(www.wikipedia.org)

Iporuo3. HeGnaronpusthelii [3, 7].
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J. T'emoxpomaro3. [{o HacTosIIero BpeMEeH! HEH3BECTHO, SBISETCS JIU 00JIE3Hb BPOXK-
JICHHOW C ayTOCOMHO-PEIIECCUBHBIM THIIOM HACJICAOBAHUS WIIH )K€ 3TO CJIEACTBHE NpHOOpe-
TeHHoOro Aedekra oOMeHa keles3a Bo BpeMs OepemeHHoctH [7, 32]. Tem He MeHee, COINIACHO
TIOCJICTHAM HCCIIE0BAaHUSIM, MOXKHO C YBEPEHHOCTBIO TOBOPHTH O CYIECTBOBABHUH BPOXK/ICH-
HOTO TeHETHYECKH JIeTePMHHHPOBAHHOTO BapHaHTa 3a00JICBaHMUS, IMEIONIETO ayTOCOMHO-pe-
LeCCUBHBIA THI HaciexoBaHus [20]. 3HAUMTENFHO Yallle TEMOXPOMATO3 BCTPEUAETCS Y JIUIL
MY>KCKOTO TI0JIa — ITOYTH B 24 paza yarne, yeM y sxeHuH [20].

MIngp no MKB-10: E83.1.

Iarorene3. [Ipu reMoxpomaTo3e HapylIeHa HOpMaJbHas PEryJsIuus XKenesa, 4yTo MpH-
BOAUT K TOKCHUECKOH aKKyMYJIALMH €T0 B )KU3HEHHO BaKHBIX OpraHax, Pa3BUTHIO LUPPO3a,
0oJIe3HAM KOCTEH M CyCcTaBOB, caxapHoMy nuabety, 3a0oneBanusM cepaua (35). [lpu remox-
pomato3e NepBUYHBIM (PYHKIIMOHANEHBIM Ae(DEKTOM SIBIISIETCS HapyIleHHe PEery/sILuy 3aXBaTa
JKeJIe3a KJIETKaMU CIIU3HCTON 000JI0UKH JKEeNTyIOYHO-KHIIEYHOTO TPAKTa, YTO MPUBOIUT K €T0
HCOTPaHUYCHHOMY BCAaCBIBaAHUIO.

RS
Puc. 35. Temoxpomaro3 neuenu (Wikipedia, 2015)

Kannauka. CUMOTOMBI BPOXICHHOTO TeMOXpOMaTo3a Hecreln(UIHbI, 0COOCHHO Ha
paHHHX CTaaUAX OOJNIC3HH, ¥ BKJIFOYAIOT IOHAYAIY BSUIOCTh, YYBCTBO YCTAJIOCTH, COHIIUBOCTD,
apTpaJITuy, MOXyIaHHe, CHI)KSHHE apTePHATLHOTO JIABICHUS. Y MYXKUYHH HEPEIIKO OTMEUAeTC s
pa3BHTHE UMIOTEHIUH. [103Ke BBISBISIOTCS OCTEONOPO3, IUPPO3, TENATOLEILIFOIAPHBIA pak
NeYeHH, KapANOMHOIIATHIO, HAPYIICHNE CEPAEIHOr0 PHTMa, THIIOTOHAIM3M. B TO ke BpeMs
y IeTeil KIMHUYeCKash KapTHHA MOXKET Pa3BUTHCS B TEUCHUE HECKOJBKHUX YacOB M HENElNb C
MOMEHTA POXKACHHSI.

OCHOBHBIMH KJIMHHUYECKHMH TPOSIBICHUSAMHU SIBISIOTCS JKENTyXa, THIOTIUKEMHUS, BBI-
paxxeHHas1 Koarynaonarus. Hambomee XapakTepHBIMH CHMIITOMAaMH TeMOXpOMaTo3a y IeTei
SBJIAIOTCS THUIEPIUTMEHTAIM KOXH (Cepo-Oypblii WM KOPUYHEBBIH IIBET); yBEIHUYECHHE
U yIUIOTHEHHUE TEeYeHH, CaXxapHbI 1uabeT. BripakeHHOCTh MUTMEHTALMK 3aBUCHT OT JaBHO-
cTH 3a0osieBaHus. [ unepnurMeHTanys Hanbosee 3aMeTHa Ha OTKPBITBHIX yyacTKax Tena (Jiuie,
pyKax), B IIOAMBIIICYHBIX BIIa/IMHaX, B O6J'I3.CTI/I IIOJIOBBIX OPraHOB.

Mertonsb! uccjief0BAHUS:

1. [lnarno3 moaTBepxaaeTcss BBICOKMM ypoBHeM QepputhHa (10 2000-3000 Mkr/),

CBIBOPOTOYHOTO KeJe3a U caTypaliy TpaHcpeppruHa B KPOBH.

2. MarHuTHO-pe30HaHCHAsT TOMOTrpadusi, BBISIBIISIONIAs PH3HAKK 3KCTPANCYCHOTHOTO-

reMocuzeposa.

3. buoncus neyeHu.

IIporuo3. He6naronpusTHBIMA.
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E. Bpoxkaennasi remepaju3oBaHHas jgunoaucrpodus (cmaapom bepapaunennn-
Ceiina — Berardinelli-Seip syndrome). Bcrpeyaercs ¢ vactotoit ot 1/12 mMuH xurenei
no 1/200 000 (JIuean, Kuraii). Pacnpoctpanennocts B Poccun, crpanax Esponst u CIIA
He u3ydeHa. Hacnenyercs o ayTocOMHO-pELIECCUBHOMY THILY.

Mudp no MKB-10: ESS.1.

ITaTorene3. Y Bcex OOJNBHBIX C BPOXKICHHON I'eHEpalu30BaHHOHN NHIIOTUCTpOdUeH
HapylIeHO OTJIOKEHUE JKUPA B MOJKOXKHO-)KUPOBOH KJIETYATKE, BILIOTH 1O €ro IOJHOIO
OTCYTCTBHS. B pe3ynbrare ®up, MOCTYNAMIIUNA ¢ MULICH WK 00pa3yOMUics SHAOTCHHO,
OTKJIaJIBIBAETCSl B TKAHSX, UMEIOLUX OoJyblioe MeTaboinyeckoe 3Ha4eHHe (MBIILICYHON
1 nedeHu). Mrorom sBiseTCS pa3BUTUE BBIPAKEHHOH PE3UCTEHTHOCTH K HHCYIUHY.
Kpome 3toro, ormeuaercs runepTpuriniepuieMus, Beylas K cTeaTo3y Ne4YeHH U IUp-
po3y. CneacTBueM HUPpO3a U CTEaTO3a ABIAETCS IEYEHOUHAs! HEJJOCTaTOYHOCTD U JIETallb-
HBII UCXOM. Y HEKOTOPBIX JIeTeH oTMedaeTcs pa3BUTHE THIIEPTPOHUIECKON KapAHOMHOTIA-
Tiu [56, 88].

Kuaunnuka. Benymumu npusHakaMu SBJISIOTCS OTCYTCTBUE )KMPOBOW TKaHM (Ha4M-
Has C POXAEHHS), JUIMHHbIE KOHEYHOCTH, aKpOMETalus, BBICOKHH POCT, THIEepTpOodH-
YeCKas KapaAuoMHUOIIaTusd, rernarocCrjicHoMerains, pe3uCTCHTHOCTh K HHCYJIINUHY, JUCIN-
nuneMus (MOBBIILICHUE YPOBHS TPUITIMLEPUIOB U CHM)KEHHE JIMIOIPOTEUHOB BBICOKON
IIJIOTHOCTH). Berpedarorest Takke 3a7epikka YMCTBEHHOTO Pa3BUTHS, MYIIOYHAS I'PHIKa,
TUIEPTPUXO03, KUCTHI B KOCTHOW TKAaHU, IPEXKACBPEMEHHOE II0J0BOE PA3BUTHE Y J€BOUYEK
(puc. 36, 37).

B Snus beacycardn (43 sovy E

I SYT (245 BPWA)

25 men/s, VT (270 82M)

K W
J ] 'L uJ.‘JJ‘__! '.“;\#t”, | Jr".]
bk s e{,h”\..’,)

L s

Puc. 36. BpoxxeHHas TeHepaIn30BaHHas THIOTUCTPOdus ¢ yauHeHHBIM 10 0,48 cek.
unTepBaiiom QT [56]
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Control Patient PTRF-/

Puc. 37. Hapymenne pa3BuTHs )KUPOBOI TKaHU y JETEH C BPOXKIEHHOM
TeHEPaTU30BaHHOH TUMoaUcTpodueii. MarHUTHO-pE30HAHCHAS KOMIIBIOTEpHAs: ToMOrpadust
[56]. A, C, E — 3nopoBsiii pedenok; B, D, F — ¢ renepanizoBaHHoit nunoguctpopueii

MeToab!l uccjienoBanus. B 6MoXUMHYECKOM aHAIM3€ KPOBU OTMEUYAETCS BBIPAXKEHHOE
MOBBIIICHHE TPUTIUIEPUIOB TIPH HOPMATFHOM YPOBHE XOJECTEpPHHA, HE3HAYUTEIBHOE WIIN
YMEpEeHHOE TOBBIIICHNE UHCYINHA. YPOBEHb IIIOKO3HI B IpeAenax HOpMbl. DYHKINN TOYKH
U DJICKTPOJIMTHBIA 0OMEH He cTpanatoT. [Ipu npoBeaenun Y3 BoisiBisieTcs Oojblas Me4eHb
C MOBBILIEHHOH 3X0reHHOCThI0. Hepenko nmeeTcs crjeHoMeranus.

IIporxHo3. HeGnaronpustHbLii.

K. Cunapom 3esiBerepa. OTHOCHTCS K TPYIIE TEHETHUECKHX NETEPMHHHPOBAHHBIX
3a00JIeBaHMii, HA3bIBAEMBIX ITIEPOKCUCOMHBIMH OOJIE3HSMH, IIPY KOTOPBIX CTPAIAIOT Pa3BUTHE
TOJIOBHOTO MO3Ta U POCT MUEIMHOBOM O0OJIOYKH, a KUPOBasi TKaHb SBISAETCS HU30STOPOM
HEPBHBIX BOJIOKOH. 3a00JIeBaHHE UMEET ayTOCOMHO-PELIECCUBHBIN TN HacnenoBaHus. CuH-
npom 3emserepa (Zellweger syndrome, wim nepedporenaTopeHalbHbII CHHIPOM) SIBISIETCS
peaxuM 3aboneBaHueM, MaHU(ECTUPYIOIINM ¢ poxaeHus [7, 12, 24].

Mugp no MKB-10: Q87.8.

IaTorene3s. B ocHoBe cunapoma 3euiBerepa JISKUT Ae(UIUT KT OTCYTCTBHE MIEPOKCH-
COM B KJIETKaX IEYEHH, MTOYEK U MO3ra. B pe3ynprare reHeTH4eCKUX HapyIICHHH -OKCHIa3bl
MEPOKCHCOM HECHOCOOHBI pacIIeIUISATh AIMHHOLENOYEYHBIC )KUPHBIE KHCIOTHI. JTO OHO U3
ceMeHHBIX 3a00J1eBaHuil, MPU KOTOPBIX HMEIOTCSI HapyLICHUsI, Ha3bIBAEMbIE JISHKOAUCTPODH-
eil. imeroTcs Tpu BapraHTa HapylIeHHH OMoTreHe3a MePOKCHCOM, OIUH U3 KOTOPBIX MOTYYHIT
Ha3BaHME CHHIpPOMa 3eJUIBerepa, BTOpoi — HEOHATAIbHOW aJIpeHOICHKOAUCTPOPHH, TPETUH —
uHpanTwIEHOM Oone3nu Refsum. JInuHHOIETIOUEUHBIE >KHPHbBIE KHUCIIOTHI HAKAIUIMBAIOTCS
B LICHTPAJILHOW HEPBHOI cHCTeME (B TOJIOBHOM M CIIMHHOM MO3TE), IEPOKCUCOMBI KIIETOK HE
MOTYT BOCIPUHUMATh HEOOXOMMBbIE TPOTEUHBI IS OCYIECTBIICHHS MIPOLIECCOB OKUCICHHUSI.

Kaunuka. [T1aBHBIMM NIpU3HAKaMU CHHApOMa 3eljIBerepa SBIISAIOTCS IeraToMeralus,
BBICOKHUIT YPOBEHB Jkelie3a U MEeIX B Iepudepuaeckoil KpOBH, HApyIICHNE 3peHNs, KaTapakTa,
PETHHOMATHSA U IIIayKoMa. Y HEKOTOPBIX IETeH OTMEUAIOTCs IPeHaTa bHbIC HAPYILEHHUS POCTa.
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HenocpencTBeHHo nocie poxAeHUs BIABIAETCS CHUKEHHE MBIILIEYHOTO TOHYCA, MaJIbIi 1BU-
raTeJbHbIN 00beM. B03M0XXHO HEOOBITHOE CTPOCHHE JINIIEBOTO Yepera, 3a/IepKKa YMCTBEHHOTO
pa3BUTHS, CYJOPOTH, HapyILlIEHHE COCaHUs U OTaHus. JloCTaTOYHO YacTO BCTPEUAOTCS HKell-
TyXa U KeJIyJOYHO-KHUIIEYHbIE KPOBOTeUeHUs. Hepeako nprucoetnHsAI0TCss BTOPUUHBIE OCIIOXK-
HEHMs B BHJIC THEBMOHUH, PAa3BUTH TKEJION JbIXaTebHOI HenocTtatouHocTH. OTMeuaercs
3a7eprKKa ICUXUIECKOTO M (PU3NYECKOTO Pa3BUTHSL, IIOPOKU PA3BUTHS ITOYEK, CEPILA, HEICHH.

Metoab! ucciegopanus. IlobleHne o0IIEH JKeIe30CBI3bIBAIOIECH CIIOCOOHOCTH Chl-
BOPOTKH, YPOBHS CBIBOPOTOYHOTO XKeJle3a, )KUPHBIX M JKEMTYHBIX KUCIIOT. XapakTepHa Mpsimas
rUnepouInpyouHeMusl.

Mporno3. HebnaronpusitHeiid. JIeTanbHbIA HCXOJ HACTYTIAET IPH SBJICHUSX PECIHPATOp-
HOTO JIUCTPECC-CHHIPOMA, JKEITYIOYHO-KUIICYHBIX KPOBOTEUCHUH M NTEUCHOUHON HEJ0CTaTod-
HOCTHU. [IpOOmKUTENPHOCTD JKU3HH, KaK MPaBUIIO, HE IIPEBBIIIAET 6 MecsLEB.

3. Mulibrey—nanu3m (muscle-liver-brain-eye-nanism; MUL-nanism). [Ipeanonara-
eTcsl, 4yTo 3a00IeBaHNe OTHOCHUTCS K IMEPOKCHCOMHBIM 3a00JI€BaHMAM, MepenaeTcs Mo ayTo-
COMHO-perieccuBHOMY THITy [37].

MIngp no MKB-10: Q64-Q79.

Marorene3. [Tatorenes MUL-Hanu3ma HensBecTeH. CUUTaeTCS, YTO MPU 3TOM 3a00JeBa-
HHUHU HapyllaeTcs CUHTe3 OeNka, B CTPyKTypy kotoporo Bxoaut uuHk (TRIM37 protein).

Kawnnuka. {ng nereit ¢ MUL-HaHH3MOM XapaKTepHO OTCTaBaHHE B pocTe Ooiee yem
Ha 2,5 0. B xinmHMuYecKoil kapTHHE O0palarT Ha ce0s BHUMaHHUE OCOOCHHOCTH CTPOCHHS
muua: ckadouedanus, TpeyroipHas GopmMa Jula, IMUPOKUHA U BBICOKUM JI00, HU3Kas Iepe-
nHocwua (38). Koneanoctu Tonkue, okono 96% nereilt IMeroT BEICOKHIA Tosoc. [ enaromeranwst
otMmeuaercs y 45% naiueHToB.

B HeoHnaranbHOM nepuoje Oonee Tpetu aetei uMmeroT npusHaku P/IC-cunapoma, GyHK-
[HOHAIBbHBIE HAPYNICHHS KETyITOYHO-KUILIEYHOTO TPAKTa. YKe C Meproa HOBOPOKIACHHOCTH
BBIIBIISICTCS 3ajepikka (usmueckoro pasButus (Oonee 96% HoBopoxaeHHBIX). boiee 50%
GOJIbHBIX Ha IEPBOM Oy XKU3HH CTPAAI0T YaCThIMHU PECIUPATOPHBIMU 3a00I€BaHUAMHU, UME-
FOT MBIIICYHYIO THITOTOHHIO. Y 16% neTeil BBIABISETCS MAaTOJIOTHS CepALa, TIEPHKAPINT.

Kaxk npaBuio, y Bcex OOIBHBIX 0OHAPYKUBAIOT H3MEHEHHS CO CTOPOHBI KOCTHOHM TKaHH:
MIOSICHUYHBIH JIOP/103, TOHKKE U JUIMHHBIC KOCTH, BBIPAKEHHBIN 3aThUIOUHBIN Oyrop, rumnepre-
JIOpU3M, HU3KO PACIONIOKEHHOE HEITyOOKOe TypelKoe CeIIo, TPpyIHas KJIeTKa ¢ pa3BepHYTOH
HIDKHEH anepTypoii ¥ TOHKUMH pedpamu (puc. 39, 40).

Puc. 38. Buemnuii Bua pedbenka ¢ MUL-naan3mom [37]
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Puc. 39. smenenus Tpyduarsix koctelt y pedenka ¢ MUL-nanm3Mom [37]

Puc. 40. OcobeHHOCTH CBOJA Uepera U N3MEHEHHUs TYPELKOTo ceaya y peOeHka
¢ MUL-nanm3mom [37]

MeTonbl uccieqoBaHus. J[arHo3 CTaBUTCS Ha OCHOBAHMH XapaKTEPHBIX BHEIIHUX IPH-
3HAKOB, JaHHBIX PEHTTEHOIOTHYECKOTO HCCIEAOBAHNUS.

Iporno3. OtHOcuTenbHO OnaronpusTHel. Y 7-8% OONBHBIX BO3MOXHO pa3BUTHUE
OITyXOJH IedeHH, MeHee 5% JIeTell MMEIOT HeIOCTaTOYHOCTh KPOBOOOPAIEHUS BCIECACTBHE
HepHUKapINTA.

HU. Cunapom bexBura-Bunemana. Becrpedyaercs Takke oA Ha3BaHUEM HEPCUCTHPYIO-
I1as1 HEOHATaJIbHAs THITOTIIMKEMHSI.

MIugp no MKB-10: Q89.8.

Iarorene3. [Ipu cuaapome bekBura-Bunemana oOHapyKUBAIOT CTPYKTYPHBIC B (YHK-
MOHAITFHBIC AaHOMAJIMH KPUTHYECKOTO paifoHa KOPOTKOTO rieda Xxpomocomsr 11 [3, 7].

Tsxects 3a00neBaHus 00yCIIOBIIEHAa NEPCUCTUPYIOLIEH TUNOINIMKEMUEH B pe3ynbTare
M30BITOYHOHN CEKPELMN HHCYINHA.

Kaununka. HoBoposkieHHbIC UMEIOT OOJIBIIYIO Maccy (Kak mpaBuio, 6onee 4 kr). Hapsity
C remaroMerajgreld HaONIOAAIOTCSl yBEIMUYCHHE JPYTUX BHYTPEHHUX OPraHoOB — IOYEK, MOJ-
JKETYAOUHOM KeJe3bl, MAaTKH, MOUYEBOTO My3bIPsl, BUJIOUKOBOH YKeJIe3bl, MAKPOTJIOCCHS, TPhDKA
IyIIOYHOTO KaHAaTHKa, TOPU30HTAJIbHbIE HACEYKM HA MOYKaX YIIHBIX pakoBHH. [y O0mbHBIX
XapakTepHa OTHOcuTebHas Mukponedanus. Hepenko oTMedaroTess Cynoporu Kak pesyssrar
THITOTIMKEMUH.
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MeTtoab! uccae10BaHUA:

1 Meauko-reHeTH4YecKue.

2.KOoHTpOIIb 32 YpOBHEM IIIIOKO3BI B KPOBH: OTMEYAETCS IEPCHCTUPYIOIIAsk THITOTITUKEMHS.
Iporuo3. OTHOCUTENTHHO OJIATOTIPUATHBIM.

K. Cemeiinas runeprpuriunepuaemus. Hacienyercst mo ayToCOMHO-IOMUHAHTHOMY
tuny [3, 7].

HIugp no MKB-10: E88.1.

IMaTorene3. 3a0oneBaHue CBA3aHHO C M30BITKOM JIMIIONPOTEHAOB B IUTa3Me BCIICACTBHE
YCUJIEHHS X CHHTE3a B IIEUSHU. XapaKTepHO MacCHBHOE OOIUTEpUpYIOLIee MopakeHHe KOpo-
HapHBIX COCYAOB, aOPThI, COHHBIX W IMOAB3JOIIHBIX apTepm‘?I.

Knnnuka. OObIYHO pa3BUBAETCS OKUPEHUE, XapaKTepHa BBIPAXKEHHAs! XKUPOBask MPO-
CclIo¥iKa Ha nuue U Ha mee. [louT Beeraa nanpnupyeTcs IUIOTHAs, C TYIBIM KpaeM IeYeHb.

Mertoas! uccienoBanus. [10BbIIIeH ypoBEeHb TPUIIULEPUI0B, MOUYEBOIl KUCIOTHI, XOJIECTe-
pUHA, THMOJIOBO POOBI, TPAHCAMUHA3 B CBIBOPOTKE KpOBH. HapyiieHa TonepaHTHOCTB K [ITIOKO3€.

IIporuo3. braronpusaTHbIA.

JI. Cemeiinasi xuioMuKpoHeMus (runepjaunonporenHemusi I runa). Mimeer ayrocom-
HO-PELIECCUBHBIN THIT HacienoBanus [3, 7).

HIugp no MKB-10: E78.3.

IMarorenes. Xapaxkrepusyercst HapyIIeHHEM pa3pyIICHUsS TPUIIHLEPHUIOB, BXOIAIIUX B CO-
CTaB XMJIIOMMKPOHOB U KJIMPEHCA XHJIOMHUKPOHOB U3 KPOBH. BoJbHBIE ABIAIOTCS TOMO3UTOTAMH 110
MyTallH, IPEISITCTBYIOLIEH HOPMATIBbHOM SKCIIPECCHU aKTHBHOCTH JIMIIONPOTerHIHIa3sl. [lepuy-
HbII TeHETHYECKUH Ae(EeKT 3aTparuBaet, Mo-BUANMOMY, caMy CTPYKTYpy (epMEeHTa: KOIHYECTBO
aKTHUBATOpa JIMIONPOTerHIUNa3kl — nonporenna C-II — ne u3meneHo. Popurenu 60IbHOTO SIBIAIOT-
Cs1 OOJIUTaTHEIMY I€TePO3HTOTaMH 110 AeheKTY JIHIONPOTESHHIINIIA3E], OJHAKO C KIIMHIMYECKOM TOUKH
3pEHMs OHU 3/10pOBBL. B pesynbrare HeJ0CTaTOYHOCTH JIMIONPOTEHHIIMIA3b! Y TOMO3UIOT XUJIOMH-
KPOHBI HE MOTYT HOPMaJIbHO METa0OIM3UPOBATECS, TIOITOMY MOCIIE TIpUeMa )KUPHOH MUK UX YPO-
BEHb 3aMETHO IMOBBIIIAETCs. ECiM y 310poBOTo YenoBeka XMIOMUKPOHBI HCUE3AI0T U3 KPOBU Uepes
12 4acoB nocie efipl, T0 'y O0JBHOTO UX BBICOKHH YPOBEHb COXPAHSETCS M Yepe3 HECKOJIBKO CYTOK,
Ha (oHe ronxomanus wny norpednenus odezxupeHHol nuum. Coaepxamuecs B KPOBH XUIOMU-
KPOHBI, IPOXOZA Yepe3 KalMIULAPBI MOLKETyA09HOM JKelie3bl, BBI3BIBAIOT €€ BocHaneHue. B mpo-
CBETe KAIUIIPOB HA HHUX JCHCTBYIOT HEOOMbBIIE KOMMIECTBA JIMIA3bl, MPOCTYMAIONIEH U3 TKaHH
JKene3sl. B pesysnbrare 4acTHIHOTO HAPONIH3A TPUNIMLEPUIOB B HOCHONUITHIOB XUIOMUKPOHOB
00pa3yroTcsl TOKCHYHBIE IPOAYKTHI, B TOM YHCIIE )KUPHbIE KHCIOTHI M TU30ELUTHH, pa3pyIIaomue
TKaHEBbIE MEMOPAHBL, B CBA3H C YEM YCHIIMBACTCS BHICBOOOXKICHUE JIMIIA3bl U3 AlMHAPHBIX KIETOK
MODKETYAOUHOM 5KeIIe3bl, YTO IPUBOAUT K Pa3BUTHIO OCTPOrO NPHUCTYIA ITaHKPEATHTA.

Kmunuka. O0pr9HO 3a00/eBaHKME MPOSBIICTCS B JIETCTBE, HAYMHAS C HEOHATAIHEHOTO
nepuona. XapakTepHbl KCAHTOMBI, TeTaTo- U CINICHOMETAIHsI, CI1ad0CTh, IPUCTYIOOOpa3HEIe
6omnu B s)xuBOTE. OTMEUAIOTCS TOIIHOTA B pBOTa. OCHOBHBIM OCITIOKHEHHEM OOJE3HH SIBISETCS
peleaBUPYIOIINI TaHKPEATHT.

MeTtoas! ucciieroBanus. [10BbIIIEHBI YPOBHU TPUIIMLEPUIOB, XOIECTEPUHA B CHIBOPOT-
ke kpoBU. ChIBOPOTKA KPOBH MMEET MOJIIOYHO-MYTHBII I[BET. BBIABIISETCS CHUXKEHHUE aKTUB-
HOCTH JINIIONIPOTENHJIUTIA3HI.

IIporuo3. braronpusaTHBIA.
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4.4. Ilapazutapublie 3a00/1eBaHUsl KAK NPUYUHA renaToMerajaum

Pa3BuBarommascs MHAYCTPHUS TypH3Ma MO3BOJISET HE TOJIBKO PACHIMPUTH KPYyro3op H Mpo-
BECTHU He3a0bIBAGMBIH OT/BIX B PaHEE MaJIO MIOCELIAEMbIX CTPaHax, HO U, K COXAJICHUIO, UMETh
Cephe3HbIe MOCIEACTBHS. B mepByIo odepenp 9TO BOZMOKHOCTD HH(DUIIMPOBAHUS Mapa3uTap-
HBIMM MH(EKLUSIMU, KOTOPbIE NMPEXE BCTPEUAIUCh HA TEPPUTOPUU CTPaHbl KpaiHEe penko
WM HE BCTpedaaHuch BooOIe. [IppuuanHamMu remaToMeranui MOTyT OBITh TPOIIMYECKas Majsi-
pus (B IepBYIO Odepeb Y JML, IOCCTUBIIUX YHAEMUYHbIE pailoHbl), GOPEIINO3 U TeIbMUH-
To3bl. Cpean MHOXECTBa T€IbMHHTOB Iapa3sUTHPOBATh B IeNaToOMInapHOil cucTeMe MOTyT
HECKOJIBKO BUJIOB.

4.4.1. I'eAbMUHTO3BI TENATOOMIHAPHON CHCTEMBI:

* Onucropxos;

o dacruones (TPOIUKU U CYOTPOITHKH);

» Knonopxo3s (6acceiin pexu Amyp);

» IIucrocomossl (Adpuka, IOxHast Amepuka, FOro-Boctounas Azus);

 Temarukone3 (BeI3bIBaeTcsi Hemaronoil Hepaticola hepatica, TelbMHHTO3 TPBI3yHOB);
» Kamwmsipros.

KinnHndeckue MposBIEHUs TeIbMHHTO30B I'eNaToOOMINAapHONH CHCTEMBI HMEIOT 00-

(1€ YEPTHI:

¢ CHIKEHHE aIlleTuTa,

* bonu B KUBOTE,

¢ TomHoTa,

* PBora,

* AHopexcus,

* IloTeps macchl,

« Jluxopaska,

e Cuaapom MambabcopOruu, TUCOM03 KAMIEYHUKA,

e OrcTaBaHue B YMCTBEHHOM U (PU3UUECKOM pa3BUTHUH,

* Puck pa3surus TyOepKyinesa,

» Kanueporensnoe neiicrsue,

¢ Temarwr,

* DosuHoduus.
B KadecTBe MILTIOCTPAIMH TeIbMUHTO3a TeaTo0MINapHON CHCTEMBI IPUBOANM BBIIIHCKY

U3 UCTOpHUHU OOJIE3HU.

Kinnnnyeckuii npumep Ned. Brimucka u3 ucropuu 6ose3Hu pedenka A., Bo3pacT 2,5 roza.

B teuenue 5 mecse (aBrycr—aekadps 2011 roga) orMedanuch Kaiesb, NePUOAMICCKHI
BO3HUKaOMUN cyOdheOpuureT, 6011 B KHUBOTE, ¢1a00CTh. OTMEUEHBI U306l OPOHX000-
CTPYKTHBHOTO CHHIpOMa. B 00mieM aHaan3e KpOBH 110 MECTY XKUTEIbCTBA (IPOBEICH BIIEPBHIE
B KOHIIe HOsIOps1 201 1) BhIsiBIEHBI JetikonnTo3 (29 x 109/1), s03unobmnus (55%), yckopeHHas
COD (26 mm/4ac). Hanpasnen 8 HUI napasuTonoruu uist 00ciej0BaHus HA TKAHEBOW T'ellb-
muHTO3. [Ipn o6cnenosannu 8 HUY mapa3suTonoruy B KPOBH BEISIBIICH BEICOKHI THTp aHTHTEI
K Tokcokapam (1/3200 or 1.12.2011), muctsr asamOuii (3.12.2011). bein Ha3HaueH HEMO301
10 mr/kr — 10 gHei, 3upTek 5 Kan x 2 pa3a B CyTKU (YTPOM H BEUEPOM).
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Jns nponomxenus nedenus 5.12.2011 nocrynun B nequarpudeckoe oraenenue TJI'D. Ilpu
HOCTYIJIEHUM OTMEYaoCh BBIPXKEHHOE YBEJIMUYEHUE JKUBOTA, IemartociieHoMeranus (puc. 41).

YavrpaszBykoBoe uccienosanue (npog. M.U. Isixos, PMAIIO, 10.01.12)

IleyeHb 3HAUUTEIBHO YBENIUYEHA, CPENHEH IXOI€HHOCTH, HEONHOPOIHAS 110 CIPYKTYpE,
©0IIBIIIOE KOIMYECTBO THIIO3XOTCHHBIX BKIIIOUCHHI HETIPaBUILHOH (JOPMBI C Pa3MBITBIMH KOH-
TypaMu, fuaMeTpoM 10 7 MM. JKeTuHsIil my3sIps AeopMHpOBaH, cTeHKH 10 4 MM. B BopoTtax
MIeYeHN MHOTO YBEIMUCHHBIX TUM(OY3T0B 10 25 MM B AMaMeTpe.

T

L.

Puc. 41. Bueunuii Bun pedenka A. Jluarunos: Tokcokapos. JIam011o3.
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Puc. 42. JIlunamuka ypoBHs 503MHO(DUIOB (10 JieueHHsI U Ha (JOHE aHTUTEIILMUHTHON
Tepanun) y pedenka A., 2012 (TAT'B)

A. Onmucropxo3. Bei3biBaercs cuOupckod (Kollaubeil) NBYYCTKOH, Mapa3suTUPYHOLICH
BO BHYTPHUIICUCHOYHBIX KCJIYHBIX ITPOTOKAX, KCJIYHOM ITY3bIpE€ U IPOTOKAX HO}I)I(CJ'[yJIO‘{HOIZ
xKenessl [75].

Puc. 43. Cubupckas nByycTka
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MIugp no MKB-10: B66.0.

IIaTorene3. B maroreHe3e onmmucTopx03a MMEIOT 3HAYEHHE MEXaHHMYECKHE, TOKCHKO-ajl-
JIeprudecKre, HeMPOreHHbIC U OaKTepuanbHble PakTophl. JIMUMHKE OMUCTOPXHUCOB (puc. 43)
IPH TIOCTYTUIEHHUH CO CheACHHOM PHI0OH (KapIOBhIX IIOPOX) B KUIICYHHK YETIOBEKA BEIXOIAT U3
OKPY’KaIOIIMX UX 000JI0UEK M MO 00LIeMY JKETYHOMY M TAHKPEATUIECKOMY POTOKaM IPOHH-
KaloT B [ICYEHb, )KEITIHBIN My3bIPh U MOPKEIYJOUHYIO JKeJe3y, TIe depe3 2 HeleI! JOCTUTaloT
TMOJIOBOM 3PEJIOCTH, a Yepe3 MECSI] HAUMHAKOT OTKJIA/IbIBATh sitlia. OCHOBHYIO POJIb B ITATOr€HE-
3€ OMUCTOPX03a UTPAIOT AJICPIUYECKHE PEAKIIUK, KOTOPhIe BOSHUKAIOT B PE3YJIbTaTe BhICIIC-
HHUS TCIIBMUHTAMU MPOAYKTOB UX 06M6Ha BCUICCTB, MCXaHHUYCCKOC BO3ﬂCﬁCTBMe T'CJIbBMHUHTOB,
KOTOPOE MPOSIBIISICTCS TIOBPEKIEHHUEM CTEHOK JKETYHBIX M TTAHKPEaTHIECKUX POTOKOB, JKEITY-
HOTO Ty3bIPsI MPUCOCKAMU U IIMITHUKAMH, TOKPHIBAIOIIMMHE TIOBEPXHOCTD TeJia relbMHUHTA [75].
CkoruieHue napasutoB 00yCIIOBIMBAET 3aMEUICHHE TOKA JKEIYM U CEKpeTa IOKEITyI0YHON
JKesie3bl. 3a CYeT HepBHO-PE(IICKTOPHBIX BIUSHUIA, TIOCPEICTBOM Pa3IpakeHHUs TeIbMUHTAMH
HEPBHBIX 3JIEMEHTOB MPOTOKOB, BO3HUKAIOT MATOJOTHYECKHE HEPBHBIC HMITYJIbCHI, IEPEIar0-
IIMECs Ha XKENYIOK U IBCHAAUATUIIEPCTHYIO KHIIKY. [Ipy HamMIny JUCKUHE3WN OWIIMapHOTO
TPaKTa B )KEITIEBBIBOAANINX MYTSIX CKAILIHBAIOTCS MAPA3UTHL, SIHIA, KIETKH CIyIIEHHOTO ITH-
TEINUsI, BIUIOTH A0 BPEMEHHOTO WJIM MOJHOTO MPEKPAIIeHHsT TOKA JKeTYd. DTO CIOCOOCTBYeT
MPUCOETMHEHUIO BTOPHYHON HH(PEKINH B )KEITIHBIX My TsX. Hepenko pa3BuBaeTcs xene3ncras
nposirdepanus AMUTEINS KETIHBIX U TAaHKPEaTHIEeCKUX MIPOTOKOB, KOTOPYIO CIIEyeT paccMa-
TPHBATh KaK IPEJPAKOBOE COCTOSHUE.

Kunnuka. HKyOallMOHHBIH TIEPUOJ] IPH OMHCTOPXO03€ MpoAoIDKaeTes 2-4 Henenu. B
paHHell (asze onmnucTOpx03a MOTYT OBITH MOBBHILICHHE TEMIIEPATyphl Tela, 00IM B MBIIILAX
U CycTaBax, pBOTa, MOHOC, OOJIE3HEHHOCTh M YBEJIHUEHUE TeueHH. MHOTma yBeInunuBaeT-
Csl U CeJIe3eHKa, MOSBISIOTCS aJlJIeprMueCcKHe BBICHIIAHUS Ha Koxe. B mo3gnei dase omwu-
CTOPX03a INIaBHOM kay000#1 OOJILHBIX SABJIAIOTCA OOJIH B SMUTACTPUH U MIPABOM mozpedepbe.
Y MHoOrux OOJBHBIX OHM HPPAIMHMPYIOT B CIHMHY, a MHOTHA B JieBoe noapedbepre. Hepenko
6011 000CTPAIOTCS B BHJIE MPUCTYIIOB )KETYHOH KOJIMKU. YacTO BOSHUKAIOT TOJIOBOKPYIKE-
HUsI, TOJIOBHBIE OOJH, TUCTIENTHYSCKHE paccTpoiicTBa. HekoTopbie 60JIbHbBIC YKa3bIBAIOT Ha
0ECCOHHHUILY, YACTYI0 CMEHY HACTPOCHHUS, MOBBIIICHHYIO Pa3IpakuTeIbHOCTh. Temmeparypa
Tena cyodeOpunbHas win HopMmanbHas. [ledens yacto yBenuueHa M ymiorHeHa. OObIYHO
UMeeTCsl pABHOMEPHOE YBEIMYCHUE OpPTaHa, HO y OTACIBHBIX OOJNIBHBIX MPEHMYIECTBEHHO
YBEIMYMBACTCSl €ro TpaBas WM JieBas 1ois. DyHKIUU nedeHn (OeKOBO-CUHTETHYECKAs,
MUTMEHTHAsI, aHTUTOKCHYECKas) MIPH HEOCIOKHEHHOM OIMUCTOPX03€ HOpPMaJbHBIE WIIN He-
3HAUUTEIHHO HAPYIICHEL.

MeTtoabl ucciienoBaHus. [IOBbIIICHB YPOBHH 02-IJI00YJIMHOB, Y-TIOOYIMHOB, AJAT,
uienovHas pocgarasbl. [TokazaHo ynbTpa3ByKOBOE HCCIICOBAHNE.

IIporno3. braronpusTHeIA.

B. @acumodes. BrizpiBaercs Fasciola hepatica.

Mndp no MKB-10: B66.3.

IMaTorene3. VMcrounnkamu MH(EKUHUU SBISIOTCS MJICKONMTAIOUIME, TaKUE KaK KO3bI,
OBIIBI U KpYHHBII poratsiii ckot. Fasciola hepatica mapasutupyer B 1e4eHHU U JKEIYHOM ITy-
3bIpe. JInunnku dacuuon (puc. 44), nonasuve ¢ NUIIEH WIK BOAOH B XKEITyI0YHO-KUILIEUHBIN
TPaKT, IPOHUKAIOT B KEITYEBHIBOASAIIYIO CUCTEMY, a HHOI/IA U B JIpyrue TKaHU. Bo3MoxHO,
9Ta MUTPALHUs OCYIIECTBISAETCS TeMaTOTeHHBIM MyTeM. JIMYMHKH, BHEAPSSCH B KPOBEHOC-
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HYIO CUCTEMY BOPOTHOH BEHBI, Uepe3 OpIOIIMHY NPOHHUKAIOT B MOJOCTh )KUBOTA, MUTPUPYIOT
B IIEYCHb U Yepe3 ITIMCCOHOBY KAaIICYITy IPOHHUKAIOT B IEYCHOUHYIO ITAPEHXUMY, 3aTEM B JKed-
HBIE IPOTOKH, T11e uepe3 3-4 mecsia 3aKkaHIMBaeTCs [T0JI0BOM UMK UX pa3BUTHs. B pouecce
MUTPALIH MOJIOABIE W B3pOCible (aciioyibl HAHOCAT MEXaHMUECKHE MOBPEXKIACHHS TKAHIM,
a MHOIZIa MOTYT BbI3BaTh NOJHYI0 MEXaHUYECKYIO 3aKYNOPKY XKEJIYHOro MpoToKa. [IpoayKTsl
MeTaboIu3Ma TelIbMUHTA O0YCIIOBINBAIOT TOKCUKO-aJNIEPIUYE€CKUE PEAKLIUM, KOTOPbIE Hau-
OoJiee OTYETIIMBO MPOSIBIISIOTCS B paHHEM Ilepuoze pa3BuTHs Oone3Hu. Tokcuko-aiepruye-
CKHE PEeaKIMH BhI3BIBAIOT PA3IPAKECHUSI HEPBHBIX OKOHYAHHUN JKEITYHBIX XOZ0B, YTO IPUBOAUT
K BO3HHKHOBEHHIO BUCLIEPO-BUCHEPATBHBIX PeIIEKCOB, BIMMIOMNX Ha (YHKINOHAIBEHOE CO-
CTOSTHHME JKEITYJOYHO-KHILIEUHOIO TpaKTa U MOJKeIy104HOH *kene3bl. Hapymenus HopMaib-
HOW IMPKYJISILNN JKEJIYH M0 MPOTOKAM CO3JAI0T OJIAarONPHSTHBIC YCIOBHS JJIsi BOSHUKHOBE-
HUS BTOPUYHON MH(EKIMH. B mapeHxuMe rne4eHu HHOTAa 0OHAPYKUBAIOTCSI MUKPOHEKPO3bI
u MuKpoaOcieccel. B Oonee no3anem nepuone 001e3HM BO3HUKAIOT PACHIMPEHHUE IIPOCBETA
MIPOTOKA, YTOJIIIEHNE CTEHOK U aJeHOMaTO3HOE pa3pacTaHue SMUTENIHS JKEIYHBIX IIPOTOKOB,
WHOT/IAa pa3BUBAETCs THOWHBIN aHTHOXOJIAHTHUT.

Puc. 44. ITeuenounas dacmuona Siina dacuuonsl

Kaunuka. VMHkyOanuoHHbIM nepuoa mnpu ¢acuuosnese mpoaobkaercs 1-8 Henmens.
3aboseBaHue HAUUHACTCS C TOSBICHUS CIa00CTH, HEIOMOTaH s, TOJIOBHOM 00U, IOHMKEHUS
anmeTnTa, 3yz1a Koku. Temmneparypa Tena MoxkeT moBeIcUThes 10 39-40°C. B atoT MOMeHT Mo-
JKET TMOSBUTHCS KPalMBHUILA, CYOUKTEPUIHOCTh CKIIEp. XapaKTepHb! O0JIH B SIIUIacTpaabHON
o6nacTy, B IPaBOM NoApeOephe, TOMHOTA U PBOTA. YBEINYUBAIOTCS pa3Mepsl neueHu. I1o kon-
CTHUCTEHIINH OHA CTAHOBUTCS IUIOTHOW M 00JI€3HEHHON NpH majnbnanuy. Yame yBenmnauBaeTcs
JeBasi 101 MEUEHHU, YTO IPUBOIUT K HAOyXaHMIO SIUracTpaabHoi obnactu. bomu B obnactu
TIEYCHH HOCST MPUCTYNooOpa3Hblidi Xxapakrep. [locie mpekpaiieHus 0oseil pa3Mepsl MeUeHH
HECKOJIBKO cokpamaioTcs. Celle3eHKa yBeIUUUBaeTCs peako. TemiepaTypa Tena HMOCTENeH-
HO CHIDKAeTCs 10 HOPMalIbHOH, 3a00JIeBaHHe MEePEXOJUT B XPOHHIECKYIO dopmy. [Ipn sTom
BEIYIIMMH KIMHHYECKHMH TPOSIBICHUSAMH CTaHOBATCS JUCHENICHYECKHE CHMITOMBI: 0omn
B 3IIUracTpanbHON 001acTH, KOTOpBIE Yallle UMEIOIIe NIPUCTYI000pa3Hblil XapaKTep, CHIKeE-
HUE almeTuTa, B3AyTHE KUBOTA, ypUaHUE.

[pu uMTensHOM TeueHHH 0O0JIE3HH OTMEUAIOTCS CTOWKAs Auapesi, MaKpoLuTapHas aHe-
MU, TENaTUT U BBIpaXXEeHHOE ucToleHune. [1o3aHss fnarnocTuka U OTCYTCTBHE TEPallMy MO-
T'YT IPUBECTH K JIETAILHOMY HCXOAy. 3a00/eBaHIe MOXKET ITPOTEKATh B JIETKOH, CpeAHeTsHKe-
1011 u Tsxenoit popmax. Ilpu HaIMUNK AaHOPEKCUM, TOLIHOTHI, PBOTHI U IIOTEPU MACChl MOXET
OBITh OITMOOYHO MOCTABJICH JMATHO3 XOJIAHTHOLICIUTIONIAPHON KapIUHOMBI [60].
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Metoabl HcCIIeI0BAHMS:

» OOHapy)KeHHE SHI] Tapa3uTa B (HeKaNUIX U TyOoIeHAaTbHOM COIEPKUMOM.

* DHIOCKONUYECKass PeTporpajgHas XOJIaHIMONAHKpeaTorpadus, IMO3BONSIOMAS BbI-
SIBUTb XapaKTE€PHbIC H3MEHEHHUS NIEUCHHU U JKEITYHBIX IyTeH U UCKIIOUUTH KapLIMHOMY.

IIporxo3. biaaronpusaTHeINA IpU CBOEBPEMEHHOM JIEUEHHH.

B. Toxcokapo3. BrI3biBacTcst TOKCOKapoi (cobaubeil Uy Komadbeil).
Mundp no MKB-10: B83.0.

Puc. 45. fliina Tokcokap Toxcokapa

ITarorene3. [IpornoveHHbIC TNYHHKH, TICHETPHPYIOILINE KUIICYHYIO CTCHKY, Pa3HOCATCS
C TOKOM KpPOBH MO BCEM OpraHaM. B TKaHSX BBI3BIBAIOT BOCIIAIUTEIBHYIO IPaHyIEMaTO3HYIO
peakuuto [75]. NHdunmpoBanue yenoBeka MPOUCXOMUT MPU NPONIATHIBAHUH SIML[ TOKCOKAP
(puc. 45). B npokcUMaNbHOM OT/IeJIe TOHKOM KUIIKH U3 ST BBIXOAT JINYUHKH, KOTOPBIE Yepe3
CJIU3UCTYIO 000JIOUKY INPOHHUKAIOT B KPOBOTOK, 3aT€M 3aHOCATCS B IEUEHb U IPaBYIO IOJIO-
BUHY cepana. [lomas B JISTOYHYIO apTepHIO, IMYMHKU MPOJOIDKAIOT MUTPALIUIO U TIEPEXOIST
U3 KalWUIAPOB B JIETOYHYIO BEHY, JOCTHTAOT JIEBBIX OTHENOB CEpAlla U 3aTeM Pa3HOCITCS
apTepHaNbHOM KPOBBIO [0 OpraHaM U TKaHsIM. L{upKynupys 1Mo cocymucToi cucteme, OHU J10-
CTUTAIOT MECT, [I¢ THaMeTp cocylaa He IMO3BOJSIET JIBUTAThCS MM Jajblie (AMaMeTp JIUYHH-
ku 0,02 MM). 371€Ch OHU TIOKUAAIOT COCYUCTOE PYCIIO, BHEAPSACH B OKpYXKarole TkaHu. JIu-
YUHKNA TOKCOKAp OCENAlOT B IEUYCHH, JICTKHUX, CEPALE, MOYKaX, MODKEIYI0IHOM Kelese, ro-
JIOBHOM MO3Te, TMIa3ax U JPYTHX OpraHax W TKaHIX, COXPaHss )KU3HECIIOCOOHOCTh B TEYCHUE
MECSIIEB H JIET, MPeOBIBasi B «APEMIIFOLIEM» COCTOSHHU. YacTh U3 HUX MOXKET BHOBb aKTHBH-
3UPOBATHCS M BHOBH MPOAOJDKUTH MHUTPAINIO, IPYTas YaCTh WHKANCYIUPYETCS U TOCTENEHHO
pa3pynIaeTcsi BHyTPH KaICyIIbl.

Murpupys B OpraHu3Me 4elloBeKa, JINIUHKHA TPABMUPYIOT TKaHH, OCTABJISISI TeMOpparuw,
HEKpO3bl, BOCMAJIHUTEIbHNEC U3MEHECHHUs. Beaymias posib B pa3BUTHH HMMYHOJOTHYECKHX U
MMMYHOIIATOJIOTHYECKUX PEaKIHi MPUHAIISKUT CEHCHOWIN3AIMK OpraHu3Ma aHTHTCHAMHU
TOKCOKap. JIJIsl TOKCOKapo3a XapaKTepHbLIM SBIISIETCS] 00pa30BaHUE I'paHylIeM B II€UEHH, JIeT-
KHX, & TAKKe MOKEITyIOYHON jKelle3e, MHOKap/ie, Me3eHTePHANbHBIX IMM(ATHIECKUX y3IaxX,
rojoBHOM Mosre. VX (popMHUpOBaHHE IMPOMCXOOUT 33 CUET MEXaHH3MOB aJUICPTHYCCKOH pe-
aKIMU 3aMeIIeHHOTo THra. [IporioyeHHble THYHHKY, IEHETPUPYIOIINe KUIISYHYI0 CTEHKY,
Pa3HOCSTCSI C TOKOM KPOBH 10 BCEM OpraHaM.

Kaunuka. BucriepaibHbIi TOKCOKapO3 4acTO MPOSIBISIETCS PELUINBUPYIONIEH JTHXOpa-
KO Ha IPOTSHKCHUH HECKOJBKUX HENelb U JJaXKe MECSLCB, IPU 9TOM TeMIIepaTypa Jaiie cyo-
(hebpunbHast, pexxe — GeOpuabHas. HabOmromaeTcst yBenndeHne OTACTbHBIX TUM(ATHYSCKHX
Y3JI0B, HEPEAKO MPUCYTCTBYET TOTalbHAs TUM(aaeHOnaTHs. Y OOJIBIIMHCTBA OOJBHBIX BUC-

78 TIncddepenuyanbHas JUarHOCTIKA TelIATOMET/INIT Y [ieTeit

LiepaJIbHBIM TOKCOKap030M HaOIIONAEeTCsl MOpaXKeHHUE JETKUX B BUAE OPOHXUTOB U OpOHXOI-
HEBMOHUH. B HEKOTOPBIX CiIyuasx MOXKET Pa3BUTHCS OpOHXMANbHAS acTMa. Y TPETHU NalUeH-
TOB 3a00JI€BaHIE COMPOBOKAACTCS PEIUIHBUPYIONMMH 3PUTEMATO3HBIMA HITH yPTHKAPHBIMU
BBICBIIIAHUAMH Ha KOKe. B OTIENBHBIX CIydasX TOKCOKAapO3 INPOTEKAET C pa3sBUTHEM MHUOKAp-
JuTa, NaHkpearuTa. [lopaxeHue LEHTpaIbHON HEPBHON cUCTeMbl HaOMOqaeTCs IpH MUIpa-
I[IH JINYHHOK TOKCOKAap B TOJIOBHOH MO3T U MPOSIBIISIETCS SMIICTTH(OPMHBIMHU IIPHIAIKAMH,
napesamu Y Iapaaudamu.

MeToabl HeCIeI0BAHMS:

1. Onpenenenue TUTPa aHTUTET K TOKCOKAapaM.

2. B o0mieM aHanu3e KpoBU XapaKTepHBbI 303MHOGUINS, IEHKOIUTO3.

3. buoxuMmdeckuif aHau3 KPOBHU: THIIEP-TaMMAaTIIO0yTHHEMIS.

4. Y31.

IIporxo3. braaronpusaTHeI npy crienupHUIecKOr Tepanuu

TI. 3XHHOKOKK03. BrI3bIBaeTcs IEHTOUHBIMHU YCPBIAMU.
Iugp no MKB-10: B67.8.

Puc. 46. Bo3Oyaurenb 3XxuHOKOKKa  Sliflia 5XMHOKOKKa

IaTorene3s. B xenyI0YHO-KHILIEUHOM TPaKTe YeIoBeKa OHKOChEphI (siilia) 3XMHOKOKKA
(puc. 46) 0cBOGOXKIAIOTCS OT O0OJIOUKH, @ BBIICIUBIINECS THYNHKA BHEIPSIOTCS B ME3€HTE-
pHabHBIE KPOBEHOCHBIE COCY/IBI M PA3HOCSTCS TOKOM KpOBH. Bosbilias 4acTh TMIMHOK 3aiep-
JKHBACTCS B IICUCHH, YACTh M3 HUX IONAJACT B JIETKHE (Yepe3 Majblii KPYT KPOBOOOPAIICHHS).
HesnauuTenbHas 4acTh MPOHUKACT B II0YKU, KOCTH, MO3T. B IIeueHH K KOHILy 5 Mecsia BOKpYT
9XMHOKOKKOBOW KHCTHI (hopmupyeTcs hrbpo3Has Karcyna.

DXMHOKOKKOBBIH MY3bIph UMEET CIOKHOE cTpoeHue. HapyxHas (ruamuHoBast) 0005104-
Ka COCTOMT W3 MHO)KECTBA KOHIICHTPHYECKHUX IUTACTHHOK, HE COCPIKAIINX KICTKH, YTO BaX-
HO JUIsl TUarHOCTUKH. VI3HYTpH OHA BBICTJIAHA 3apOJBIIIEBBIM CIIOEM, KOTOPBIN JaeT HA4ajIo
(hOpPMEHHBIM 3JIeMEHTaM ITy3bIpsi (IPOTOCKOJICKCHI M BHIBOJKOBBIC KarlCyiibl). B mopaxkeHHOM
OpraHe MOJKET pa3BHUBAThCs OJIHA KUCTa (COMMTAPHOE TOPAXKEHUE) MM HECKOJIBKO (MHOXKE-
CTBEHHBIN XUHOKOKKO03). Pa3zMepbl KUCT 3HAYUTEIBHO BapbUPYIOT: 0T 1-5 10 40 cM u Gosnee B
IraMeTpe. DXUHOKOKKOBASI KHCTa PACTET IKCTCHCHBHO, OTOIBHUIAs U CAABIMBAs TKAHH XO35IH-
Ha, KOTOPBIC aTpOMUPYIOTCS B HEKPOTH3UPYIOTCSL.

[Mapa3utapHble aHTHUTCHBI OKAa3bIBAIOT CCHCHOWIU3HPYIOIEE NEHCTBHE, 0COOCHHO BbI-
paXXEHHOE MPH MHOXXCCTBEHHOM OSXHHOKOKKO3€. [IpHM 3TOM HMMMyHHas cHCTeMa XO3sMHa
HE B COCTOSIHMH IOJHOCTHIO YHUUYTOXKUTH TEIIBMHUHT, YTO CBSI3aHO C HAIMYHEM Y SXHHOKOKKA
psia MPUCHOCOOUTENBHBIX MEXaHU3MOB. K HUM OTHOCAT MOTEPIO Mapa3suTOM YaCTH pPelerl-
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TOPOB B nepuox (GopMHUPOBaHMS TMATMHOBOH 00OJOUYKH, BHIPAOOTKY HMMMYHOCYNPECCOPOB,
6€J1KOBYI0 MUMUKPHIO 33 CUET BKIIIOUEHHS OCIIKOB X0341HA B CBOIO XKU3HENEITENbHOCTD. IIpo-
SIBJICHUS CCHCUOMIN3aLUK JeXaT B OCHOBE aHA(MIAKTUYECKOTO IIOKA, BO3HUKAIOLIETO MPH
Pa3pbIBE S5XMHOKOKKOBOM KHUCTHI [75].

Kaunuka. Bone3Hp B HEOCIO)KHEHHBIX CIy4Yasx [IPOTEKaeT TOAaMH M MOXET OBITH BBHI-
sBJIEHA cilydaiiHo. B KIMHHYeCKH BBIPaXXEHHOM CTaJuM TEYEHUE SXMHOKOKKO3a 3aBUCUT OT
JIOKQJIM3aLUH KHCT, UX pa3MePOB, CKOPOCTH PAa3BUTHS, OCIO)KHEHHU, BADHAHTOB COYETAHHOTO
MOpaXKEHUs1 OPTaHOB, PEaKTUBHOCTU OpraHu3Ma Xo3suHa. [Ipu Jlokanu3anyuu KUCThl B IpaBoH
Jlo1e iedeHu 00IeBOl CHHAPOM CXOEH C TAKOBBIM IIpH Xonenuctute. OTMedaeTcs noxynanue,
CHIDKEHUE alIeTUTa, Py JIOKAIU3alUK B JIEBOH JJ0JIe TOSBISIOTCS U3KOTra, OTPBIKKA, PBOTA.
[Tpu moBepXHOCTHOH JIOKAIHM3aIlMK KUCTHl OHA MOYKET TaJbIIUPOBaThCS. B 3amymmeHHbIX ciry-
qasx HapylaeTcs: OelKOBOCUHTETHYECKasl (PyHKIMS TeUeHU. XapaKTepHa JUCIIPOTEMHEMHUS CO
CHIDKEHHEM YPOBHS aJIb,OyMHHOB, IIPOTPOMOMHA M MOBHIIIEHHEM YPOBHS TaMMa-TJI00YIIHHOB.
Knununueckue mposBieHus 5XUHOKOKKO03a JIETKUX ONPEesIoTCs JIoKanu3aueil Kuctel. Jlaxe
HeOOoJbIIIas KHCTa, PacIoIOKeHHas BOJIM3H IUIEBPHI, PAHO MPOSBIISET ce0s OOIEBBIM CHHIPO-
MoM. [Ipu joKkamu3anuy SXMHOKOKKO3a Y OpOHXHAIbHOTO CTBOJA KIMHUYECKUE CHUMIITOMBI
MIPOSIBIISIOTCS KallIeM M COCYIUCTBIMHM PAacCTPONCTBAMHU. DXMHOKOKKO3 TIOUEK HEPEIKO Tua-
THOCTUPYETCS JIUIIb IPHU BBISBICHHH 3XUHOKOKKYpUH. OOHAPYKEHUIO OOPHIBKOB CKOJIEKCOB
B OCaJIKe MOYH MOTYT IIPEAIICCTBOBATH TAHYIIAs OOIb B IOSCHUYHOH 00JIacTH, AU3ypHIeCKUe
paccTpoicTBa. 3HAUUTENIBFHO PEXE BCTPEUAIOTCS SXHHOKOKKO3 TOJIOBHOTO MO3I'a, CPElOCTEHUS,
MOJIOYHOM >KeIIe3bl, KUIIEUHHUKA, KpaliHe PeIKO — KOCTEH, OJKOKHON KIIETYATKH.

Mertoasl ucciienoBaHusi. YIbTpa3ByKOBOe HccienoBaHMe. Peakiusi HempsMoil remar-
DIIOTHHAINE ¥ MOTU(IKAIINY JTATeKC-ar NIIOTUHAIINY C S5XHHOKOKKOBBIM JTUATHOCTHKYMOM.

IIporHo3. braronpusTHEIN MpU CIeUPHUUECKON TEpaTHH.

. AnbBeokokko3. [Topaxaer mpenMyIIecTBEHHO TI€YECHb.
MIudp no MKB-10: B67.5.

Puc. 47. ATbBEOKOKK

ITaTtorene3. JInunHKoBasi cTagus 3a00neBaHUS OTIMYAETCS PAa3BUTHEM HHOUIBTpaTa
B TKaHsAX. Jlanpie BOZHUKAET MIPOpacTaHHe JAHHOTO 00pa3oBaHUs B COCEIHUE OPraHbl U 00-
pa3oBaHKE METacTa3oB B Jerkue U Mo3r. OCOOCHHOCTSAMH allbBEOKOKKa (puc. 47) siBusiercs
CHO0COOHOCTh HHPHIBTPUPYIOIIETO POCTA M METACTa3MPOBAHHSI, YTO COMMKAET JaHHOE 3a00-
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JIeBaHUE CO 3JI0KAYE€CTBEHHBIMHU onyXxoJsiMu. [IepBu4HO Beerna nopaxaercs rnedeHs [75]. Ven
Yamie JIOKalnu3yeTcs B ee mpaBoit gone. Pa3meps! y3ia Bapeupyrot ot 0,5 mo 30 cM u Gonee
B nuaMeTpe. Bo3MOXKHO CONMUTapHOE M MHOTOY3JIOBOE MOpaKCHHUE IeueHu. [lapa3uTapHblid
y3€el [popacTaeT B )KeJTYHBIE IPOTOKH, Anadparmy, IIOUKy, KOCTH. B mopaskeHHOM opraHe pas-
BUBAIOTCA JUCTPOGHUUECKUE M aTpoduuecKkue M3MeHeHus, puodpo3 crpomsl. KommeHcanus
(YHKIIMU OpraHa JOCTUTaeTCs 3a CYeT THIepTpodUr HEMOPaKEHHBIX OTAENIOB MedeHH. Pa3-
BUBAETCS MEXaHHYECKasl KENTYXa, B TO3MHUX CTAUIX — OMIHAPHBIA UPPO3.

B cnyvae HEKpOTH3aLUH Tapa3uTapHOTO y3JIa B €0 HEHTPAIBHBIX OTIeNax GOpMUPYIOT-
Cs1 TIOJIOCTH ¢ MXOPO3HBIM MJIM THOWHBIM COJEPKUMBIM. B matorenese 3aboneBaHus UMeeT 3Ha-
YeHHUEe, TOMHUMO MEXaHHIEeCKHX (aKTOPOB, HATNYNE UMMYHOJIOTHUECKIX U HMMYHOIIATOIOT U~
YEeCKUX MEXaHU3MOB ((hOPMHUPOBAHUE ayTOAHTUTEN, IMMYHOCYIIpeccus). JIMUnHKoBas cTaans
3a00JICBaHUs OTIIMYACTCS MHPUIBTPATUBHBIM Pa3BUTHEM B TKAHAX, JANbIIC — MPOPACTAHHUE
B COCEITHHE OpTaHbl K 00pa30BaHUE METACTA30B B JIETKHE M TOJOBHOM MO3T.

Kaunuka. B panHeii cragnu HaOMonaoTCs MEpUOANYECKHE HOIOME OOIH B ITEUEHH,
YYBCTBO TSDKECTH B MPAaBOM Mozpedephe, B dnmuracTpuu. [Ipu moBepXHOCTHOM pacHoIokKe-
HUY Napa3uTapHbIi y3el NajbIupyeTcs B BUJE MNIOTHOIO y4acTKa MeueHu. B HeocnoxkHeH-
HOI1 CTaJ U1 aJbBEOKOKKO3a OOJIEBOI CHHIPOM MEIUICHHO IIPOTPECCUPYET, IIPHCOCANHSIIOTCS
JCTIETICHYeCKre paccTpoiicTBa. [leueHb yBelnuYeHa, MPHU €€ MalblIalldk MOTYT ONpese-
JSITBCSL YYACTKH KaMEHHCTOH IUIOTHOCTH. HemopakeHHbIe YYacTKU TEYSHU KOMIIEHCATOP-
HO YBEIIMYUBAIOTCS, UMEIOT IUIOTHOIACTHUECKYI0 KOHCUCTEeHINIO. Hepenko HabmonaroTces
reMopparudeckue npossieHus o tuny 6onesnu [llenneitn-I'eHoxa. B cranuu ocnoxHeHni
YaIle BCEro Pa3BUBACTCS MEXaHMYIECKas KEJITyXa, HECKOJIBKO pexe (IPH MPOPAaCcTaHUH y3ia
B MOPTaJbHBIC COCY/bI M HUKHIOKO, MOJYI0 BEHY) — OpTajbHasl UK KaBalbHAsl THIICPTCH-
3us. [Ipu 0Opa3oBaHUH B y3Iie MOJOCTEH pacmaga MOSBISIOTCS 03HOOBI, TUXOPAIKa, MOTYT
pas3BUTHCs abcrecc MeuyeHH, THOWHBIN XONaHTUT. [Ipr BCKPBITHH MOJIOCTH MOTYT 00pa30BhI-
BaTbCsl OPOHXO-TICYCHOYHBIE, MIIEBPO-IICYCHOYHBIE CBHIIH, Pa3BUTHCS IEPUTOHHUT, TUIEBPHT,
MePUKAPINT.

MeracTa3upoBaHUe aIbBEOKOKKA CBUIETEILCTBYET O JaJIeKO 3allle[IIeM IpoLecce U ero
3JI0KQYECTBEHHOM TeueHWH. Yalle BCEro MeTacTa3bl OOHAPYKUBAIOTCS B JIETKHX, TOJOBHOM
Mo3re, peke — B [TOYKe, KOCTAX. B TepMUHAIBHON CTagny O0JIE3HN Pa3BUBAIOTCS HEOOPATHMBbIE
OOMEHHBIE HapyLIEHHs, KaXeKCHsl. BBIIENSIOT MEAJIEHHO MPOTPeCCHPYIONIYIO, aKTUBHO MPO-
TPECCUPYIOLIYI0 U 3JI0KAYECTBEHHYIO KIMHHKO-Mopdonorndeckue ¢popmbl Ooje3Hu. boiee
TSDKEJIO U OBICTPO MpoTeKaeT 3a00J1eBaHue Y MPUEIKUX B SHAEMHUUHBIX Oodarax, JIUI ¢ UMMY-
HOZle(UIUTOM (IEPBUYHBIM U BTOPUUHBIM).

Mertoasbl ucc/Ie0BAHAS:

* YIBTpa3ByKOBOE HCCIIEIOBAaHUE.

* Buoxummyeckuii aHaIM3 KPOBH: MOBBIIIEHB! OMITNPYOUH, YPOBHH Y-IIOOYIHMHOB, aMH-

HoTpaHcepas, menoynas ¢pocdaraza. CHUKEHO CoiepKaHKUEe allbOyMUHA.

JIMarHo3 MOATBEPXkKIAIOT C MOMOIIBIO JTaTeKC-arTTIIOTHHAIINH, PEaKIUH YH3UM-MEUCHBIX
AHTUTEJ C aJIbBEOKOKKOBBIM THarHOCTHKYMOM. CKOJIEKCHI alTbBEOKOKKA M3pe/IKa OOHApYKUBaA-
IOT B MOKpOTE.

Mporuno3. Onpenensercss OCIOKHEHUSMH ABBEOKOKKO3a (METacTa3UpOBAaHUEM Y3JIOB
AJIbBEOKOKKA, PAa3BUTHEM BTOPHYHBIX OaKTEpHAJIbHBIX OCIOKHEHHIT). CBOEBPEMEHHOE HCCe-
YCHHUC MOPAKCHHBIX YHYaCTKOB IICYCHHU YJIYy4YlIAaCT MPOTHO3, ITPU OTCYTCTBUH JICUCHUS ITPOTHO3
HeOnaronpusTHeIN [75].
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E. [leyeHouHbIii ackapuao3. SIBisercs 0CI0KHEHHEM KHUILIEYHOTO aCKapHu103a.
Mudp no MKB-10: B77.8.

Puc. 48. fitna ackapumbt Ackapunbl

IaTorene3. Hanuuue napa3utoB NpuBOAUT K (POPMHUPOBAHHIO IPYOBIX TATOMOPQOIOTH-
YeCKUX U3MEHEHUM NMapeHXUMbI IIeueHH U 00pa3oBaHMIO abcleaupyomux nonocreil. Sitna
ackapug (puc. 48) monagarT yepe3 poT B JKEIYIOK, 3aTeM B TOHKYIO KHUIIKY, I B IIPOCBE-
T€ Pa3BUBAIOTCS TMYMHKH, IPOHHUKAIOIINE B BEHO3HBIE COCYAbI CIU3UCTON 00OIOUKH, 3aTeM
C TOKOM KPOBHU — B BOPOTHYIO BeHy. HaunHaeTcst paHHss, MUTpalliOHHas, (ha3a acKapuo3a,
B OCHOBE KOTOPOI JISKUT CEHCHOMIM3ALMS MPOAYKTaMH MeTaboNn3Ma JIMYNHOK acKapua u
TpaBMaTu3anus TKaHEH BO BpeMs UX MUI'paAllU. ITo cucreme BOpOTHOﬁ BC€HbI JIMYUHKHU I10-
MaJaloT B IIEYCHb, aKTUBHO NIPOHHUKAIOT B IIEUCHOYHEIE HOJBKH, B IEUCHOYHYIO BEHY, 3aTEM B
HIDKHIOIO TIOJTYIO BEHY, B MPaBYIO MOJOBHHY CEPALA, B KAIWULIPHYIO CETh JIETKUX. JIMUMHKN
AKTHBHO BBIXOZAT B IPOCBET aJIbBEOJI, IOAHUMAIOTCS B OPOHXHOIBI, OPOHXHU, TPAxelo U IIOT-
Ky. C OpOHXHAILHBIM CEKPETOM IIOMaJal0T B POTOBYIO MOJIOCTH, 3aIIaThIBAIOTCS CO CIIOHOM,
BO3BPALIAIOTCS B TOHKYIO KHIIKY, TJI€ Pa3BUBAIOTCS 10 MOJIOBO3PEIBIX 0co0ei. Beck muxi pas-
BUTHUS aCKapUJ OT MOMEHTA 3apaKeHUS UEJI0OBEKA aCKapUI030M JI0 MOSBICHUS B (DeKaTHIX SIUIY
HOBOU TeHEpanuu coctasisieT 2,5-3 mec [75].

Kaunuka. [IpoHUKHOBEHHE acKapua B JKEIYHBIC IPOTOKU COMPOBOXKIACTCS HOSBICHU-
€M BHE3allHbIX, PE3KUX, KOIMKOOOpa3HbIX OoJell B BEpXHEH 4acT KHUBOTAa U HEYKPOTHUMOMH
pBOTOM. JleTH 3aHMMArOT BBIHY)KJICHHOE KOJICHO-JIOKTEBOE IOJIOKEHHE, MPHU KOTOPOM OHH
qyBCTBYIOT oOnerdenue. B Buje uckiroueHus HaOmonaeTcss MexaHudeckas xenryxa. Ilopoit
OTMEYaeTcsl MOBBIIIEHHE TEMIIEPATYpPhl, COIPOBOXKIAEMOE 03HOOOM. B HEKOTOpBIX ciydasx
aCKapHIbl MOTYT MUTPHPOBATH BO BHYTPUIIEYEHOUHBIE TIPOTOKH, TJIe CAMKH OTKJIAIbIBAIOT ThI-
CiA4M UL, a MIPUCOCANHCHUEC I/lHq)eKLlI/II/I BBI3bIBACT Pa3BUTUC OCTPOIo THOMHOIO XOJIaHTHUTa,
a0cuecca WK IPaHyIeMBl.

MeTonbl uccienoanus. [TokazaHo yneTpa3BykoBO€ HCCieOBaHUE. B CBIBOPOTKE Kpo-
BU XapaKTEpHO MOBBIIICHUE TPAHCAMUHA3, B EpH(EPUUECKOM aHATHU3€e KPOBU — JICHKOLUTO3.
B cryne pebeHKka U TyoaeHaIbHOM COACPKIMOM BBIBILSIFOTCS STHIIA aCKapHI.

IIporuo3. biaronpuaTHbIN IpH NPOBEACHUH JICUSHUSI.

K. Temaruxonés. Bei3siBactes Hemaronoii Hepaticola hepatica.

Iudp mo MKB-10: B81.1.

IlaTtorene3. CKBO3b CTEHKY KHUIIKH JMYMHKH TIOMAIAIOT B MEYEHB, IIe MOIOBO3penast
caMKa OTKJIaJbIBAET SIiIa B HAPEHXUMY IedeHH. [IepBbIM X035MHOM SIBISIETCS KPBICa, KOTOPast
uHQUIUPYETCs IPHU MPOIIATHIBAHUHU 3PEJIbIX SIUILL, U3 KOTOPBIX B CIETION KHUIIKE BHUTYIUISIOTCS
JMYUHKY. JIMYMHKY TPOHUKAIOT CKBO3b CTEHKY KHIIKM M 4epe3 MOPTalbHBII KPOBOTOK TIO-
MaJaroT B TeYeHb U, KaK UCKIIIOYCHHUE, B JIETKHE W MOYKH. B IeueHn mapasuT BhIpacTaer B
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HI0JIOBO3pEIIble TeIbMUHTEL. [1070BO3penas caMka OTKJIAfbIBAaeT siilla B MapeHXUMY HNEUEHH.
BTOpBIM XO3SMHOM SIBIISIETCS TOT, KOTOPBIH IOeIaeT MepBoro. BTopoit Xo3sMH ¢ QeKanusimMu
BBIICIISIET BO BHEIIHIOKO Cpefdy sifna. B mouse 3a 4—-6 Henenp stifiia co3peBaroT. [ prI3yHbI Hin
Jpyrue *KUBOTHBIE, @ HHOTJA U YeNIOBeK, MHGULUPYIOTCS, NpomIaThiBas 3peible sina. I[lomno-
BO3peJble 0COO0M reJIbMUHTA U Siilla He MOKUJAIOT IIEYCHb.

Kaununka. O6miee coctosinue pebeHka HapymieHo. HaOmonaroTes nucrerncus, nHorIa
pBOTa, 6J'Ie}1HOCTb KO>XHBIX ITOKPOBOB, IMOXYyAaHUE, HEPEAKO JINXOpaaKa, 6OJ'II/I B )KUBOTC HJIN
B npaBoM nozapedepbe. [leyeHbp ymMepeHHO yBenuyeHa, IUI0THAs, clierka OosiesHeHHas. Ompe-
JeTSIeTCsl CIICHOMETaHs. Peko TOSIBISIOTCS OTEKH Ha HIDKHUX KOHEUHOCTSIX U acluT. Y He-
KOTOPBIX JeTeil 0OHAPY>KMBAIOTCS CHUMIITOMBI CO CTOPOHBI ABIXaTeIbHOW CHCTEMBI: Kallelb,
MIPUCTYIBI YAYIIbS, HHOTJA HATOMUHAIOLINE acTMY, THEBMOHUS. [1opo#i BBISIBISIOTCS ajuiep-
THYECKHE U3MEHEHHUS CO CTOPOHBI KOXKH.

MeTtoas! uccaenoBanus. [ enarnkosnés He0OOXOIUMO UCKITIOUATh y JETEH C OMMCAHHBIMU
)ayo0aMH ¥ )KUBYIIMMHU B HEYIOBIECTBOPUTEIBHBIX CAHUTAPHO-OBITOBBIX YCIOBHSX, B JIOME,
e eCTh IPBI3YHBI. B 00mIeM aHanu3e KpoBU OTMedaeTcs 203MHO(WINS. B CBIBOPOTKE KpOBH
TIOBBIIICH YPOBEHB Y-I100ynnHOB. Dekanuu He CoepKar sSuil renbMuHTa. Y3 BhISIBISET He-
OIHOPOIHYIO CTPYKTYpY EUEHH BCIIEICTBUE 00pa30BaHUs B HEH rpanynéM. JJnarnocTuueckyio
LEHHOCTh MPEACTABIISIET MPHIETbHAS OUOTICHS TIEUCHH, TIO3BOJISIOIIAS BEISIBUTH O4ard HEKPOo3a
€O 3peIBIMH 0COOSIMH ITapa3nTa U stitnamu. B mo3mHei ctaqin 601e3HU PH OUOTICHH BBISIBIISIOT-
Csl XpOHUYECKHUE TPaHYIEMBI CO CKOTUICHUSIMH TUM(OIIMTOB, MaKpo(aroB U 303uHOGMIOB [75].

IIporuo3. OTHOCUTEIBHO OIATONIPUATHBIN PH PAHHEH JHAarHOCTHKE.

3.JIsam6.1103. Bo30yauTenpb — ISMOIHsI TOHKOKUIIICYHAS.
HIudp no MKB-10: A07.1.

Puc. 49. JIamOnus [www.gorizont-m.com]

ITatorenes. Brigensiemble IAMONUSIMU TOKCHYECKHE BEIIECTBA BBI3BIBAIOT MOPAXKEHHE
MHUKPOBOPCHHOK KHILIEYHHKA U CHIPKCHHE aKTHBHOCTH KHMIIEYHBIX SH3UMOB. [Ipn nonananuu
B JKEJIYIOK )KU3HECTIOCOOHBIX IIUCT JIAMOIHMN X 000JIOUYKH HE Pa3pyLIAOTCs JKETYI0UHBIM CO-
KOM U OHM NMPOHMKAIOT B JBEHAJIIATHIICPCTHYIO KHIIKY, IIe U3 KaKAOH IMCTHl 0Opasyercs
JBe BereraTuBHbIE POpPMBL. C IMOMOIIBIO MPUCACHIBATENIBHOTO AUCKa (puc. 49) naMOnuu npu-
KPEIUISIOTCS K BOPCHHKAM 3ITUTEIHAIbHON 000I04KH IBEHAIIATUIIEPCTHON KUIIKH U TPOKCH-
MaJIBHOTO OTJIeJIa TOIIEH KUIIKH, T.€. TaM, IJIe UMEETCS IEJI0OYHAs Cpe/ia U UIeT HHTEHCUBHOE
MIPUCTEHOYHOE MNulleBapeHue. Beeil cBoeil moBepXHOCThIO JAMOJIMU BCACBHIBAIOT HPOIYKTHI
pacuienyeHus MUIIEBbIX BEIECTB U, TAKUM 00pa3oM, BCTYIAIOT B KOHKYPEHTHbIE OTHOILIICHHUS
C OpraHM3MOM YeJIOBeKa 3a MPOAYKTHI THTaHus. Eciy Bompoc o napa3uTHpOBaHUY JIIMONHUIT B
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TOHKOW KHIIKE SBJISETCS OJJHO3HAYHO PEUICHHBIM, TO NpeObIBaHUE U PA3MHOXKEHUE UX B JIPY-
THX OTJeJIaX MHUIEBAPUTEIBHOTO TPAKTA OCTACTCS TUCKYTaOeIbHBIM.

Kuaunuka. I[Ipu 00ciieIoBaHNN MAIIMEHTOB Yallle BCETO BBISBISETCS CTOMKAs 00JI0KEH-
HOCTb SI3bIKa, METEOPH3M M ypUaHHE B KHIICUHHKE («B3LYTHIN XKHBOT); «UIYM IUIECKa» MPU
UCCIIIOBAaHUM TOJICTOM KUIIKK (cuHApoM OOpa3ioBa); 00JE3HEHHOCTD B IMHIIOPOLYOeHATb-
HOUW 30HE, ME30TUIIOTaCTPHUHU; YBEIUYCHUE MEYEHHN (HEPEIKO CTOMKOE W 3HAYMTENILHOE, YMe-
peHHAsT WM BBIpaKEHHAS IUIOTHOCTH IEYEHH IPH HaJbIAINH); TOJ0KUTEIbHBIN CHHIPOM
OprHepa-I pexoBa, Mroccu-I'eoprueckoro (y 1/3 G0MbHBIX), TUITHYHBI KAJIOOBI HA TIEPUOH-
yeckue 0o, MPeuMyIIECTBEHHO B OKOJIOMYIIOYHOW 00JIacTH, B MPaBOM Hoapedephbe, BHU3Y
JKUBOTA, Ha OTPBIXKKY, B3JYTHE 1 YpYaHUE B )KUBOTE, OLIYIEHHE TEPETIOTHEHUS KETy/IKa, YyB-
CTBO TSDKECTH B IIOJUIOXKEYHOH 00J1aCTH, CHI)KEHHE alleTHTa, HHOTJA 3HAYUTEIBHOE.

VY neteli paHHEro BO3pacTa dalle OTMEYACTCS MHOTOKPATHBIM KallUuIeoOpas3HbIH CTYII
B TEUEHHE CYTOK, peXke 3amopbl. Y JeTei crapiiero Bo3pacra M IOAPOCTKOB IpeolnanaroT
3aropbl ¢ YepeZioBaHUEM Juaped. bonbHbIe jkanyroTcs Ha o0Lyto ciabocTh, YTOMIISEMOCTb,
Pa3apasKUTENbHOCTh, HENIYOOKHH COH, TPEBOXKHBIE CHOBHICHUS, TOJIOBHbIE OOJH, TOIOBO-
KPY)KEHHSI, BOBMOYKHO TOSBJICHUE TUKOB, THIIEPKUHE30B, 0OMOPOYHBIX COCTOSHUH. TUIIHIHBI
MIPOSIBJICHUS BETETO-COCYANCTON IUCTOHUH B BUJIE SMOIMOHAIBHOMN JIAOMITBHOCTH, JIOKAJIBHO-
ro runepruaposa, cyodedpunurera. [Ipu xpoHuueckom JssMONINO3€ y A€Teil BOBMOXKHBI I10-
pakeHUs KOXH B BUAe AepMaTuTa. [lopaxeHue kpacHOl kaiMbl I'y0 — yacTblil CUMIITOM IIpH
JTsIMONHO3€e y neTeil n monpocTkoB. CTeneHb BEIPaXEHHOCTH OBIBAeT Pa3iIMYHON: OT JIETKO-
O IIeNYIIEHHUsI U CYXOCTH, Ha KOTOpbIe OOJIbHBIE HE 00paIlaloT BHUMaHHE, 10 BEIPaXKEHHOTO
XeW1InTa ¢ TpeUIMHaMU, 3aeJaMy, LIeTYIIEHHEM I1epOpajbHOil 30HbI. Y OOJBHBIX HMEHOTCA
W3MEHEHUS BOJIOC — OHM UCTOHYEHBI, 3aMeJIeH UX pocT [75].

IIporuo3. braronpuaTHbIA.

N.Kanunnapua3. B xinHHYeCKOil KapTHHE Kanuiuiaprasza BBIICISIOT XapaKTePHYIO
TpUasy NPU3HAKOB: NEPCHCTHPYIOIIYIO JINXOPAJAKY, TelaToMeraanio U 303uHodunmo [58].
Capillaria hepatica 6puta Biepsbie onucana B 1893 romgy Bancroft. Cnencreuem unduimpo-
BanHocTu Capillariahepatica siBnsiercs pa3BuThe rematura ¢ GOpMHpPOBAHHEM TPaHYJIEM BO-
KpYT SIMII Iapa3uTa 1 Haau4dueM Hekpo3sa (puc. 50, 51).

B mpupojie HCTOYHHUKAME WHQUITUPOBAHUS SIBJSIFOTCS MBIIIN, KPBICHI, KPOJIUKH, CBHHBH,
KOIIKH, COOaKH, MapThIIKKA. YeIOBEeK OTHOCHUTCS K cllydaiiHbIM xo3sieBaM Capillaria hepatica.
DHJeMUYHOM 30HO# cunTaercs FOxnas Amepuka (bpaswus).

Junarnocruka. Hammume sun mapasura B (eKaUsX; THCTOIOTHYECKOE HCCIEAOBaHUE
neyeHu (Ouoncus).

Puc. 50. buoncus neyenu pebenka, ununuposannoro Capillaria hepatica.
B BepxHeii uacTu nmpenapara onpeaenseTcs o napasuta [55]
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Puc. 51. ®opmupoBaHHe BOCTIAIUTENILHON IPaHyIEMBbI B TIEYeHH Y 18-MecsuHoro
pebeHka ¢ Kanuuiapra3oM. B npemnapare onpenesnsirores 3 siiiiia renbMUHTa, MHOTOSIIEPHBIE
THUTaHTCKHE KJIETKH, MHOUIBTPALIUS TAPSHXUMBI [IEUCHH MOHOHYKJIeapaMu, HEKpo3 [58]

4.4.2. Maaspusi. Manspust — 9T0 TpaHCMHCCHBHOE HH(PEKIMOHHOE 3a001eBanue, epeiana-
eMoe 4YeJIOBEKy MpH yKycax koMapoB pona Anopheles. Bo30OynutensiMu Manspuu sBISIFOTCS
Plasmodium vivax, Pl. ovale, P1. malariae u PI. falciparum.

Mudp no MKB-10: B52.9.

Matorenes. ITociie KpaTKOBPEMEHHOTO NMPEOBIBAHKS B KPOBH CHOPO30UTHI MAJISIPUITHO-
IO TUIa3MOJMS MPOHHUKAIOT B TeMaTOLMTHI IEYEHH, MPOBOLUPYS TEM CaMbIM Ha4ajo JOKJIH-
HUYECKOW MEYeHOYHOH (IK309pUTPOLMTAPHOI) cTaauu 3aboieBanus. B mponecce Gecmonoro
pa3MHOXXeHHs (IIIM30TOHUK) U3 OHOTO criopo3ouTa odopasyercs ot 2000 o 40 000 neyeHou-
HBIX MEPO30HMTOB, HJIH IIU30HTOB. B OONBIIMHCTBE CIIydaeB 3TH JIOYEPHUE MEPO3OUTHI Yepes
1-6 Henens CHOBA MOMAIAIOT B KPOBB. [1py HH(EKINSX, BBI3IBAEMBIX HEKOTOPBIMHE CeBepoad-
PUKAHCKMMH IITaMMaMH P.vivax, mepBHYHBINA BBIXOI B KPOBb MEPO3OHMTOB U3 IIEUEHH MTPOHC-
XOJMT IpUMEpPHO yepe3 10 MecsieB OT MOMEHTA 3apakeHUsl, B CPOKHU, COBIAAAIOIIUE C KPATKO-
BPEMEHHBIM MTEPUOIOM MacCOBOTO BBLIETa KOMapOB B CIIEAYIOLIEM TOLY.

Kaunnka. CUMIITOMBI MATSPHH (M MPEKAE BCETO TPOMUUECKON MaJIIpHK) y AeTel OTIIn-
YalOTCsI OT TAKOBBIX Y B3POCIBIX, 0COOEHHO €CIIU YUeCTh, UTO (peOpHUIIbHAS TUXOpajKa y JeTel
HE SABJISETCS PEIKOCTHIO MIPU CAMBIX pa3IHUYHbIX 3a00neBanusx [116]. 00T Manspuu y aetei,
KpOME JTUXOPAJKH, MOXKET XapaKTEPHU30BaThCs UApECii, PBOTOM, KalllJieM, TOJIOBHOW OOJIBIO
[116]. ITo nanueim Okafor H.U.[114], nuapes Bctpedaetcs y 33,5% nereii, 00IbHBIX TpOITHYE-
cKoii Massipueii, pgora —y 23,9%, pecriupartopslii cuaapom — 18,1%, maeBmonust — 1,3%, y 2,6%
OONBHBIX BBISBISETCS MOYEBOW CHHAPOM. JleTambHBINA HCXO, YaCTOTa KOTOPOTO MPHU TSHKEIIOM
TEYEHUH TPONUUECcKoi Massipuu gocturaet 30% u Gosnee, CBA3aH ¢ pa3BUTHEM TAKUX OCIIOXK-
HEeHUH, KaKk KOMa, OCTPBIH PeCIUPATOPHBINA AUCTPECC-CUHIPOM, OTEK JIETKHX, THIIOTITNKEMHUS,
anuIo3, mok, centuiueMus, JIBC-cuHAPOM U OCTpasi moyeyHast HeIOCTaTOUYHOCTh (pHc. 52).

Yacrora octpoii noueunoii HegocrarodHocTr (OITH) y G0NBHBIX TSXKETBIMU BapUaHTaMU
Massgpuu konebnercst ot 1% 1o 30,2%. B 66,7-100% cinyuaeB npuunHO# passutus OITH sB-
nsieTcst Bo3OyauTenb Tponudeckoi manspuu Pl.falciparum.

Kpome OITH npornoctuyecky HeOIaronpusSTHBIMU PU3HAKAMU MAJISIPUU SIBIISIFOTCS:

* I03[JHO HAa4YaTOE JICUCHHUE,

* 1epeOpasnbHas Maspus,

* runepounupyOuHeMus,

e JIBC-cunampowm,

* PECIUPATOPHBIN TUCTPECC-CHHAPOM,
* MYJIBTHOPraHHas HEJJOCTAaTOYHOCTb.
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Pucynok. 52. Pe3ynbTarsl 3J1eKTPOHHOM MUKPOCKOIIUY [IOYEK IPH TSHKEIOM TeUEHUU
Tponudeckoil Manspuu. a) CekpecTpalnus HHPUIUPOBAHHBIX S3PUTPOLIUTOB B KaMILIAPAX
kiyoouka (GC). basanbaas Membpana (BM) HOpMaIbHOW TOJIIMHBI, OTCYTCTBYIOT
HMMMYHHBIE KOMIUIEKCBI. M-MasspuiHbIA MUTMEHT.

b) CexBecrpanus napunupoBaHHeX (PR) 1 HenHbHIIPOBaHHEIX (R) SpHTPOLUTOB B IMEpH-
TYOYJIIpHBIX Kanuuisipax, aaresus PR-spurponuros k sHnorenuto (E) u npusHaky Bakyonu-
3al[UY SHAOTENNUS KalWLIApoB (YKa3aHO CTPEIIKOi).
c¢) Cexsecrparus PR- u R-3purpouutos B nepuTyOysipHbIX cocynax. Fimeercs HeGonblIoe
KOJITYECTBO aMOP(HOT0 HEMJCHTU(HUIIMPOBAHHOTO MaTepHaa BIoib 60a3anbHOH MeMOpaHbI
COCYZIOB (YKa3aHO CTPENKOM).

d) l'mmeprpodust sHDOTENHS KaMMWILIAPOB Kiryoouka. Ring — cramns
passutus Plasmodium falciparum B mruIIpoBaHHbIX 3puTponuTax (PB). Crpenxoit yxa-
3aHBI HIIEMUYECKHEe U3MEHEHHs OazansHOH MeMOpaHsl (BM). e) IleputyOynspHbie MEKPO-
COCYHBI 3aIIOTHEHBI SPHTPOIUTAMI U MOHOHYyKJIeapaMi. Ma-makpodaru, L-mumdonurst,
T-xananern, R-nenndunuposanusie spurponutsl. f) MoHOIUTSI ¢ (aronusocoMaMu, comep-
KAIIMH TPaHyIsl MasipuiiHoro murmMenTa (M). bazambHast MemMOpaHa nMeeT HOPMaJbHYIO
TOJIIUHY, HO TIPX 3TOM OTMEYaeTcCs CIUSHNE HOXeK moxonuTos (P).

N- sgpomononuTa/Makpodara [113]

Hccnenoanus Sawunmi A. [118] mokassiBarot, uto nociie OITH 45% nereit, nepebosnes-
IIMX MaJIsipUel, IMEIOT CHIDKeHHE (PUIbTpalioHHOW (GYHKUWU MOYKH, 15% - BEIpakeHHBIE
TyOyJISIpHBIC HAPYILICHHSI, TIPH KOTOPBIX B TEUCHHE JJTUTEIBHOTO BPEMEHH MOTYT COXPaHATHCS
TTOBBIIICHHAS YKCKPEIMs HATPUS M CHIXKCHUE SKCKPEIUH KaJWs, CJICACTBUEM YEro SIBISCTCS
pa3BUTHE TUIICPKAITUEMHUHU.

Mertoasl uccienoBanus. Brisapnenne mapasuToB B Ma3kax KpOBHU. TpaglllHOHHO WC-
MOJIB3YIOT JIBA THUIA Ma3KOB — TOHKHI U TOJCTHIN (MM TaK Ha3bIBAEMYIO «TOJICTYIO KAILITIOY).
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TOHKUI Ma30K MO3BOJISIET C OONBIIIEH HAEKHOCTHIO OMPEICTUTh PA3HOBHIHOCTh MaJlsi-
PHMIHHOTO ITa3MOusl, TOCKOJIBKY BHEUIHUH BUA mapas3uta (hopMa ero KIeTOK) MpH JaHHOM
THUIIE UCCIIEIOBAaHUs JIydlle coxpaHsercs (puc. 53).

P
2,°%%
Py
¥ 06
. i

Puc. 53. Plasmodium falciparum (Tpo¢)030UTHI B 3pUTPOIIMTAX U TAMETOLIUTHI)
B niepuepruIeCcKOr KPOBU

ToncThlii Ma30K MO3BOJSET IPOCMOTPETh OOMNBIINIT 00bEM KPOBH, MIO3TOMY 3TOT METOZ,
YyBCTBUTENbHEE, HO BHEITHUI BUJI IUIA3MOUSI IIPH 3TOM MU3MEHSAETCS, YTO HEe MO3BOJISIET JIETKO
pa3nuyarh pa3HOBUAHOCTH TUIA3MOANSI.

ITocTaBuTh AMArHO3 Ha OCHOBE MMKPOCKOIMHMYECKOTO HCCIIEJOBAHUS 3a4acTyl0 ObIBaeT
3aTPyAHUTENBHO, TaK KaK He3pesble TPO(GO30UTHI Pa3HBIX BHIOB MAJSPUHHOIO IUIA3MOAMS
IJIOXO Pa3IMYUMBbI, U OOBIYHO HEOOXOIUMO HECKOJIBKO IIa3MOJIUEB, HAXOAAIIMXCS Ha Pa3sHbIX
CTaJIMsAX CO3PEBAHUsI, JJIsl IPOBEACHHS HaIeKHON MU depeHInaTbHON TUATHOCTHKY.

Iporuo3. IIpy CBOEBPEeMEHHOM JICUSCHUU ONaronpusTHeIA. [Ipyu ocnokHEHHBIX Gopmax
TPONUYECKOH MasIpHU U TIO3HEH TUArHOCTUKE HAONIONAIOTCS JeTaubHbIe ncxoabl. K coxa-
JICHUIO, MAJIAPHSI BCTPEYAETCsl B HACTOSIIIEE BPEMsI IIOBCEMECTHO, BKIIIOUAs BEIyI[E CTPAHbI
3ananuoit EBponsl, CLLIA, Poccuto (puc. 54).

47%  1:9%

35,7% \

56%

M PI. falciparum Pl. vivax [ Pl. ovale Pl. malariae

Puc. 54. Crpykrypa Bo3OynuTeneil Mmansipuu B cTpaHax 3anagHoil EBpors

OO6paiiaeM BHUMaHHUE, YTO CpeAn Bo30yauTeIel Maasipuu B cTpaHax 3amaaHoit EBpornsl,
Poccun u CIIA mpeo6nagaer Pl. Falciparum (mo 56% cimydaes). Exxeromno peructpupyror-
sl IeTallbHbIe UCcX0bl OT Majsipuu B ['epmanuu, Utanuu, @pannun, Aarmuu, Pocenn, CILIA
[80,84,85,106,110].

3T0 CBA3aHO C MPEHEOPEKCHUEM CPEICTBAMHU 3aILUTHI B 30HAX PUCKA 3apakKeHUsI, 031~
HUM OOpaleHHEeM 3a MEJUIIMHCKOM MOMOIIBI0, OIIMOOYHON KIMHUKO-JIa00paTOpHON AUArHO-
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CTHKOH, HENPaBUJILHBIM JIEUCHUEM HanooJsee TSHKEeIOro BapuaHTa — TPOITMUECKON (BBI3BAaHHON
Plasmodium falciparum) manspuu. Hemanyto ponb UrparoT HeJOCTaTOUHbIE 3HAHUS Bpadel
MOJUKIMHHUK ¥ CTAl[HOHAPOB OCHOBHBIX MPOSIBIICHHI MaJISIpUH, CIIOCOOOB ee MPO(UITaKTHKA
U JICUCHHUS.

B Teuenue nocnegHux 15 jeT uMeOTCA cloydad MajsipuM B HESHJIEMUUYHBIX paiioHaXx,
BKJIrouas Poccuiickyto @eneparmio, MockBy 1 MOCKOBCKYIO 0011aCTh, 00yCIIOBICHHBIE Pa3BH-
BaIOIIMMCS TypU3MOM, MUTpanueit HaceneHus [ 74]. BompmmHCTBO ciy4yaeB Malsipiu OTMEIEHBI
y IyTEIIeCTBEHHUKOB, IOCETUBIIMX HEOMIArONOIyYHbIE 0 MAJISIPHU PAHOHBI M HE ITOTyYaBIINX
azilekBaTHOU xumuonpodunaktuky [83]. B HesnzeMuuHble CTpaHbl MaJlspHs 4alle BBO3UTCS
u3 Adpukn, [lakucrana u Maamu. Puck Maisipuu BBICOK y TeX, KTO IIPOOBLT B cTpaHax Adpu-
k1 Mecsn 1 6onee [83]. Benyiiee Mecto 3aHuMaroT OobHbIC, HHUIMpoBaHHBIE Plasmodium
falciparum (ot 56% no 81,7%), 3atem Plasmodium vivax (mo 35.7%), Plasmodium ovale
(o 4.1%), Plasmodium malariae (1o 1.9%). Cpeau MurpasroB u3s crpad AGpUKH 4acToTa Ma-
nsipun gocturaet 3,5%. Ilpu 3ToM Ha nomo Tponnyeckoi Mansapuu npuxonurcs 91,2%.

Apeanbl BO30yauTeNei MaIIpHK OTIIUYAIOTCS OOJBIIOH PacpoOCTPaHEHHOCTHIO M BKITIO-
4aloT cTpansl Asun, bmwkauit Boctok, Lentpanshyio u FOxxuyio Amepuky, Adpuxy. Beico-
KHii ypoBeHb TpaHcMuccuu Plasmodium falciparum ormeuaercs B Ta6one, Hemene, Mo3zam-
ouke, I'Bunee, Tanzanuu, Kenuu, puonumu.

B Poccuiickoii depepaninil OTCYTCTBYIOT KIMMAaTH4eCKHE YCIIOBHS A (HopMHpOBa-
HHS SHAEMHYHBIX 30H [0 Maxapuu. OIHAKO IPH OLIEHKE COCTOSHMS peOeHKa ¢ JIMXOPaaKon
HEeoOX0IUMO IIOMHUTS O TIIATeIbHOM cOOpe aHaMHe3a, YTOObl UIMETh TOYHBIE CBEJICHUS O BO3-
MOXHOCTH MHOHUIUPOBAHMS MaJsipiell P MOCENIeHNH CTpaH A3HaTcKoro U A(QprUKaHCKOTO
peruoHoB. [IpUBOAMM BBITUCKY M3 UCTOPUHU 00JE3HH PEOCHKA C TPOITHMUYECKON MalsIpHen.

Knunnuecknii npumep NeS. Ciryyail TSDKEJIOro TeUeHHs TPOIMYECKON MaJIIpUU C He-
0JaroNnpHsATHBIM MCXOAOM B YCIIOBHSX Topona MockBbl. Beimucka n3 uctopuu Gone3Hu pe-
oenka O., 8 ner (bonpauna um. 3.A.banuiseoii, bonbuuna uM. Cesitoro kus3s Biagumupa,
Lentp remonuanusa, 3aB. Lleatpom npodeccop 3sepes 1.B.)

JeBouka poamnack ot 1-ifi HOpMaJIbHO MPOTEKaBIIeH OEpPEeMEHHOCTH, CPOYHBIX POIOB.
Pannee pasButre 0e3 0cOOEHHOCTEH, BaKIMHAIMA 1O IUTaHy. bonena pexxo: 2-3 pasa B oz
OPBM, nepenecna BeTpsinyto ocmy. B Teuenune nocnennux 1,5 net npoxknana B LlenTpansHoit
Adpuxke, B JIubpesune, Peciydnuka 'abon (oTen peGeHKa — KypHAITUCT-MEXKAYHAPOIHUK).
6 uronst 2014 rona cembst Bo3Bparuiaach B MOCKBY.

W3 anmamuesa 3aboneBanus u3BecTHO, 4TO ¢ 13 mroms 2014 roma orMedaeTcs: OOBEM
t* 10 39° B BeuepHHe yackl, 00mIas caabocTh, CHIKCHHUE anmneTuTa. Ponutenu pedeHKa camo-
CTOSITEIBHO J1aBAJIM XKapoNoHMKawye, a ¢ 18.07.14 — aHTUOMOTUK U3 TPYIITBEI MAKPOJIHIOB
(cymamen). Beuepom 19.07.14 nosBuiucs 60i1u B xkuBOTE, « CKOPOI MOMOIIBIOY» C AUArHO30M
«Ocrtperii anmmerauuT? JIBycToponHsst mHeBMOHUSI? OCTpBIi MEHHHTUT?» AEBOYKA TOCTAB-
neHa B OonpHHIly M. 3.A. banuisieBoi u cpasy ke roCIHUTAIM3UPOBaHA B OT/ICICHUE PEaHH-
Mauuu ¥ uHTeHcuBHOU Teparnuu (OPUT) B cBs3M ¢ BBIpaKEHHBIM TOKCHKO30M. OcMOTpeHa
XHPYProM, aHEeCTE3U0JIOTOM, TIeHaTpoM, poBeaeHo Y3U. BrisBiena renarociuieHoMeranus
(meuens +3 cMm, ceneszenka +2,5 cm). Hounto 20.07.14 mpu mpocMoTpe TOHKOTO Ma3Ka KPOBH
B skcnpecc-nadboparopunt OPUT (ToncTas Kamisi KpOBU HE HCCIEAOBANACh) B APUTPOLIUTAX
oOHapyxeHbl Tpodo3zoutbl Plasmodiumfalciparum (Bo3Oyautenb TPONUUECKOH Masipum).
Mapasuremust nocrurana 786000/mkn. C 20.07.14 pebeHOK monydan BHYTPHBEHHO XHHUH
(210 mr/cyTku), Ha 3TOM (QOHE Mapa3uTeMus yMEHbIIWIACh 10 1500/MKJI, HO HApaCTalU MPH-
3HAKH [TOJMOPTaHHON HEAOCTATOYHOCTH, OTMEUAJIOCh CHIDKCHHE IMype3a ¢ HapacTaHHEM MO-
YEeBHHBI U KPEaTHHUHA B CHIBOPOTKE KPOBH, HeCTaOWIbHAs reMOJUHAMUKA, [T0TpeOOBaBIIast
Ha3HA4YeHUs1 KapAMOTOHUKOB U Ba30IIPECCOPOB, IlepeBoa pedbenka Ha VIBJIL.
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Pesynbrars! o6cnenoBanus B GonpHULE uM. 3.A. BanuseBoii:

Koarynorpamma 19.07.14: nporpombun no Ksuky 56,4% (1=70-130%), ¢pubpunoren
1,45 v/n (u=1,8-3,5 r/m), AUTB 53,3% (1=26-38 cexk), antutpomous 111 38% (1=75-140%),
XaremaH-3aBHCUMBIH pubpuHONIH3 >10 MuH (H=4-10 MUH).

Ipoxkaneiurorns 19.07.14: 11,71 ur/mi (5#=0,5 Hr/mi)

buoxumudeckuii ananu3 kpou 19.07.14: oOuwmii Oenok 63 1/1, OOUMHA KaJbIUHA
2,08 mmonw/n, AnAr 114,7 En/n, oOmmii 6mmupyoun 108,9 MxMomnb/i, mpsMoi OWIUpy-
6un 76,7 Mkmomnw/n, moueBuHa 30,7 MMONB/JI, KpeaTWHHUH 218 MKMOIB/J, XOIECTEpPHH
2,65 MMOJIB/JI, TPUDIALEPU/IBI 4,4 MMOJIB/JT, TIIFOKO3a 2 MMOJIB/IL.

V3U: nmeeTcs BeIpakeHHAs remnarociuieHoMeranusi, quddy3Hble N3MEHEHNS TapeHXH-
MBI TI0YEK, BHIPR)KCHHOE MOBBIIICHUE epH(EPUIECKOro CONPOTUBIICHNS PEHANBHBIX COCYZIOB
(uto xapaktepno a1 OITH). Aciut. JKuakocTs B miIeBpanbHbIX MOJOCTSIX.

Takum o0pa3oM, y pebeHKa UME0 MECTO Pa3BUTUE CUCTEMHOH BOCHAIMTENLHON peak-
LIMM, CUHAPOMA IMIIOKOAryJIsluK, OCTPOIl MOYEYHOH HENOCTaTOUHOCTH, OCTPOM MEeUeHOYHOU
HEJJOCTAaTOUYHOCTH, YTO XapaKTEPHO VIS TSHKENOro TEUEHUsI TPOIMYECKON MaIIpUU NIPU HO031-
HEM Ha3HAYCHHU TepaIrui aHTUMAISIPUHHBIMU TpernapaTaMu.

23 nronst 2014 roga Ha (oHe HapacTaHUs TMIEPTUAPATALUM U THIEPA30TEMHUU PEOECHOK
niepeBesieH B otaenenue remonuanusa JJKI'b Cesaroro ka3 Brnagumupa.

[Ipu mocTymineHun B OTIENIEHHE reMOIualin3a COCTOSHUE O4eHb Tspkenoe. Jlmxopaaka
otcyTcTByeT, koxkHast t* 36,7°C. KoxHbIe TTOKPOBBI CMYTIIBIE, YACTHIE. BHANMBIE CIU3UCTBIE
OnenHble, BaxkHble. OTEKH BeK, KOHEUHOCTEH. J[pIXaHre IIPOBOANTCS BO BCE OTHEINEL, BBICITY-
IIMBAIOTCS CyXHE W BIIAXKHBIC Pa3HOKATHOEPHBIC XPHITBI 10 BceM moisim. [IpoBoxutcst BJI
¢ yactoroii apixanust 18-22/muH, 40% kucnoponom. ['emonuHaMuka HecTaOUIbHAS, TIOCTOSH-
Has KapIUOTOHHYECKas MOAJIEpHKKa JONAMUHOM U HOPAJApPEHAaIMHOM. TOHBI cepAlla pUTMUY-
HbIe, Taxukapaus 1o 135 B muH., AJ] ot 70/30 no 120/67 mm prt. ct. JKMBOT B3AyT, TPYIHO
nocryneH nansnanuu. [ledens +3 cm. Cryna npu ocMotpe He Obut0. [TpoBeneHa myHKIIMOHHAS
KaTeTepu3alys JeBoi OeApeHHOM BeHb! AnaNU3HbIM KareTepoM Nell,5, TOK KpOBH XOpOIINii.
Ha pentreHorpaMme opraHoB TpyJHOI M OPIOIIHOM MOJOCTEH UMEIOTCS IPU3HAKU HHTEPCTH-
I[IMaJILHOTO OTEKa JICTKUX, Pa3lyThle MEeTIH KUIIEYHHKA, CBOOOJIHOIO ra3a B IOJOCTIX HE BbI-
siBaeHo. [1o ypeTpanbHOMY KaTeTepy OTXOAUT Moya Oyporo LBeTa.

B 6uoxumuueckoM M 0OlIeM aHaIU3aX KPOBU KpeaTMHHH 357 MKMOJb/JI, MOYEBUHA
44 mmornb/n, Tpombouutonenus (104 Teic/mm3), anemus (78 /1), THIIONPOTEHMHEMUS, Me-
tabomnuecknii ammpo3. Ha ¢oHe mnpoBOAMMOro JieUeHWs yAANOCh YBEIUUYUTH IUype3
no 1400 mn/cytku, nanmeHTKa Obula 3kcTyOuMpoBana. OpmHako, 29 wuronst 2014 roma
B 10.00 yTpa cocrosiHue peOeHKa yXy/IIINIOCh, MOSBUINCH TAXUITHOD U TaXUKAP/Us, CMCHHB-
masics Opaaukapaueit. HecmoTps Ha mpoBonumMele Meponpusitust, B 10.30 HacTyuma oCTaHOB-
Ka CEepAEYHON NeATebHOCTH, PEaHUMALMOHHbIE MEPONPHUATHS OKA3aJIUCh O€3yCIEHIHBIMHU.

Ha naHHOM KIMHHYECKOM IPUMEPE Mbl AEMOHCTPUPYEM HEOOXOAUMOCTH COOIIOACHUS
IpaBuiI 00cIen0oBaHus pebeHKa ¢ TuXopaakoi, npubsiBuiero u3 Pecnyomuxu I'abon. M3Bect-
HO, uTo ['abOH OTHOCHTCS K CTpaHaM, SHAEMHUYHBIM 110 TPOIUYECKON MaJSIpHH, TIIe BEPOST-
HOCTh HH(HUIUPOBAHUS COXPAHACTCS KPyIblit rof. [TocTOsIHHOE TOSIBJICHHE JTUXOPAIKH B Be-
YepHHE Yachl C PE3KUM YXYIIICHHEM CaMOYYBCTBUsI peOEHKa TpeOOBaIO OT Bpada-Ieauarpa
Ha3HAYEHHUS MCCIIENOBAHUS TOJICTOM KaIUlM KPOBH JUIA MCKIIOUCHHS Massipuu. Tporuyeckas
Massipust ObUTa JHarHOCTHPOBaHA TONBKO pu noctyruiernd B TAI'D, Ha 6 nens manudecta-
UK OOJIE3HH, YTO SIBUJIOCH IPUUUHON HEI(PPEKTUBHOCTH MPOBOUMOI TEpAITHH.
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4.4.3. JleHIIMaHK03.

[IpuurHO# TenaToMerainu MOXKeET ObITh BUCIIEPATIbHBIH JICHIIMaHHO03 (M3BECTHBIN TaKKe
Moji Ha3BaHHeM «Oose3Hp Kana-azap») — XpoHHUeckoe MH(OEKIIMOHHOE Tapa3uTapHoe 3a00-
JIeBaHME, KIMHUYECKIMHU TPU3HAKAMU KOTOPOTO SIBISIOTCS HEMOCTOSHHAs JIMXopanaka (MHO-
raa pocruraromas 41°), renarocIuiCHOMETanus, aHeMUs U JICHKOIIeHuUs, OIeAHOCTh KOXKHOTO
[IOKPOBA, PECIUPATOPHBIE HAPYILIECHUs, IOBEPXHOCTHBLIE T'€EMAaTOMBI B BUJE «CHHIKOBY, IPO-
rpeccupylolue ¢1abocTs U UcToLeHue, uMpaneHonatus. [Ipu oTCYTCTBUM JI€UEHUS MOXKET
HACTYIMNTh JIeTabHBIN Hcxox [28]. Brepsble Bo30yuTens aeimMano3a b1 BeaeneH B 1903
rony Yunbsmom Jleitimanom B MHnuu. Leishmania nokanusyercss B KiIeTKaX peTHUKYIIO-3H-
JOoTenuanbHoil cucteMbl. McTOUHMKOM MH(UIUPOBAHUS SIBISIIOTCS Opoasuue cobaxu. Yare
BcTpedaercs B CpenuseMHOMOpbe (0CTpoB Maibra), B TPOINUYECKUX U CYOTPONUYECKUX pe-
THOHAX.

Juarnocruka. [IpoBeneHne MyHKIMH KOCTHOTO MO3Ta, ITO3BOJISAIOIIEH BBIIBUTH BHY-
TPUKJIETOYHO PacHONIOKEHHBIX BO30OyauTeNnel neimmManno3a. OnpeneneHne THTPOB aHTUTEI
K JICHIIMAaHHO3HOMY aHTUTEHY.

4.4.4. lllucTrocomo3 (IIMCTOCOMHUA3, IIUCTOCOMATO3, OUIIBTapIIHO3).

udp no MKB-10: B65.

OCHOBHBIM BO30yAMTENEM LIMCTOCOMO3a sBIseTcs Schistosoma haematobium, xotopas
BepBble Obta onucaHa Theodor Bilharz B Kaupe B 1851 rony. B knunHuueckoii kaptune 6o-
JIe3HH JOMHHHPYIOT FeMaTypHs U HapacTAaIOIIHe MOBPEXACHNS MOYEBOTO TPAKTA, CIIOCOOHBIE
IpUBECTH K JieTanabHOMY ucxony. Kpome Schistosoma haematobium, Bo3Oyaurenem mucroco-
Mo3a MoxeT ObITh Schistosoma mansoni, BEI3EIBArOIIAs TACTPOUHTECTHHANIBHBIC HAPYIICHUS
U OpakKeHHe MeYeHH. DHJEMHIHBIMH I10 IHCTOCOMO3Y SIBIISIOTCS paiioHbI Bepxuero u Hik-
Hero Huna B Erunre [89].

Juarnocruka. B pafioHax, SHIEMHYHBIX MO IMHCTOCOMO3Y, MOKAa3aHO HCCIEHOBaHUE
MOUYH, NO3BOJISONIee 00HAPYKUTH reMaTypuio. HeoOxonum TmarensHbIil cOOp aHaMHE3a C Iie-
TBI0 YTOYHEHHS MaKporeMaTypui. SIiIa TeTbMIHTOB MOXKHO OOHAPYKHUTh IPH MUKPOCKOIIHI
(dhexanuii ¥ MOYH.

4.5. BoJie3HH KPOBH U renaroMeraJms.

st GonbimHCTBa OONIE3HEH KPOBU M KPOBETBOPHBIX OPTraHOB, BKJIIOYAs xkeje3oaedu-
LIUTHYIO aHEMHIO, XapaKTEPHO yBEJIMUCHHE TICYCHHU U CEJIe3EHKHU, OHAKO Tu(PepeHInpoBaTh
UX MOXKHO TOJIBKO IIPH M3Y4YEHUH Ma3KOB KPOBH M KOCTHOTO MO3Ta, ONpeIelIeHUH YPOBHS Ire-
MOIJIOOMHA, MPOBEACHUH CIIOKHBIX OMOXMMHYECKMX M HMHCTPYMEHTAJIBbHBIX HMCCIIEAOBaHUN
[14, 18, 73, 76, 77, 81]. B Hamem nmocobuu paccMaTpUBaIOTCs BAPHAHTHI BPOXKICHHBIX T€MO-
JUTUYECKUX aHEMHI U reMO(aroUTapHbIi CHHIPOM.

4.5.1. HacaencrBeHHbIH chepounTos.

Hacnencreennslii  cdeporro3 (MaM HACIEACTBEHHAs TeMOJIUTHYECKAass CQeporuTapHas
aHemust) Obln BrepBble onucad B 1871 roay. B crpanax Cesephoit EBpomnel u CeBepHoit Ame-
pHKH BeTpevaeTcs ¢ yactoToit 1/5000 xuBopoxkaeHHbIX. KiIMHUUECKHe NPU3HAKH BAPbUPYIOT
OT acUMITOMaTH4ecKux GpopM 10 QyIbMUHAHTHON reMonuTndeckoil anemuu [30]. 3abonesa-
HHE UMeeT ayTOCOMHO-JIOMUHAHTHBIN U ayTOCOMHO-PELIECCUBHBIN TUIIBI HACTEAOBAHUS.

90 TIncddepenuyanbHas JUarHOCTIKA TelIATOMET/INIT Y [ieTeit

HIugp no MKB-10: D58.0.

ITaTorene3. B ocHOBe nedexTa 3pUTPOIUTOB JICKUT Ka4eCTBCHHBIH U KOJINYECTBEHHBIN
IePULUT CTPYKTYPHBIX MPOTEHHOB MOBEPXHOCTHOW MEMOpaHbl — CHEKTPUHA M aHKUpPHHA.
JedexT cTpykTypsl MeMOpaH 3pUTPOLUTOB MIPUBOAUT K MOTEPE UMU HOPMANBHOH (HOPMBI
JIBOSIKOBOTHYTOTO JMcKa (puc. 55) u npuodperenuto ¢popmsl mapa (chepyisus). [lonoOHbIe
SPUTPOLUTH! OBICTPO pa3pyIIaloTcs B cele3eHke. BeiencTue panHeil rubemy 3puTPOIMTOB
YMEHbIIaeTcs UX KommdecTBo. Chepymaiys )pUTPOLUTOB IPOHCXOIHUT TOIBKO B epudepute-
CKOH KPOBH, HO HE B KOCTHOM MO3T€.
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Puc. 55. PerukynounTos u cdepouuros y 12-neTHeid J€BOYKU C TEMOJTUTHIECKON
cepouurapHoii anemueii [30]

Kaunuka. Y GONbHBIX BBISBISIOTCS OOIIME CUMITOMBI aHeMUH (cabocTb, rOJI0OBOKPY-
JKEHUE, OJIBIIIKA, TAXUKAP/MS) B COYETAHUH C HKENITYXO0i, O0JIIMU B JIEBOM moapedepbe (cruie-
HOMeTaJHs) U MEePHOIUYECKUM IIOTEMHEHHEM MOUYH. XapakTepHa O0JIe3HEHHOCTh B MIPaBOM
nofpedepbe (remaromerainust). TUIIMYHO HATMYKME PA3IMYHBIX TOPOKOB Pa3BUTHS (TOTHYECKOE
He00, MHUKPO(DTAIbM, CHHIAKTHINS, TONMUAAKTHINSA). [IpH JacThIX TeMOIMTHYIECKUX KpH3ax
MIOSIBIISTIOTCSL KOCTHBIE IE€CTPYKTHBHBIE H3MEHEHHS (PE3yJIbTaT MaToJIOTHYeCKOrO IPUTPOIIOd-
3a), OTCTaBaHHE B ICUXOMOTOPHOM Pa3BUTHH, Pa3BUTHE KEITIHOKAMEHHOM Oone3Hu. ['eMomnu-
THYECKHH KPU3 TPOSBISIETCS HHTEHCHBHBIMH OOJISIMH B OOJACTH NEYEHH, CEJIE3eHKH, 03HO-
00M, TIOBBIIIICHHEM TeMIeparypbl Teia 10 39—40°C, pBoTOH, YCHICHUEM KEITYXH U aHEMHUH.
MeToabl HccIeI0BAHMS.
» OOt aHATN3 KPOBH (BBISBISIFOTCS K3MEHEHHBIC SPUTPOLIUTHI).
* OnpeeneHue 0CMOTHYECKOH CTOMKOCTH SPUTPOLIUTOB (CHUKEHA).
* buoxuMuveckuii aHaau3 KpoBH (TIOBBIIICH HEMIPSIMOW OMIMPYOHH).
» Knunudeckas kapTuHa 60s1e3HH.

IIporno3. baaronpusATHLIH.

4.5.2. Ilapokcu3mMaJibHasi HOYHAs TeMOIJIOOHHYpUS.

Mudp no MKB-10: D59.5.

IMatorenes. Ilapokcu3manbHas HOYHAs TE€MOIIOOMHYpHUS SBISAETCS PE3YJIBTaTOM II0-
SIBIICHHS KJIOHA CTBOJIOBBIX KJIETOK C MpuoOpeTeHHO# myranued rena PIG-A. DT1o mpuso-
JTUT K HapylIeHUI0 cuHTe3a rukosmipocdarummmmuosutona (GPI) u nepuuury Bcex GPI-
CBSI3BIBAIOIINX NIPOTEMHOB Ha MOBEPXHOCTH LUPKYIUPYIOMNX KJIETOK KPOBH. MITOrOBEIM pe-
3yJBTAaTOM SIBISETCS BHYTPUCOCYIMCTHIH KOMITIEMEHT-OIIOCPEIOBaHHBII JIU3UC SPUTPOLIUTOB
[15] u pa3BuTHE TPOMOO3a BOPOTHOM BEHBI, IPYIUX BEH MEUEHH U CEIE3EHKH.
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Hapsany ¢ naronorndeckoi Momyisiueil SpUTPOLMTOB COXPAHSIETCS U 4acTh HOPMallb-
HBIX KJIETOK, UMEIOIIMX HOPMAJBHBIA CPOK >ku3HH. OOHApYKeHbI HapyIIEHHS B CTPYKType
IPaHyJOLUTOB U TPOMOOIMTOB. boe3Hb He SBIIsETCS HACIEACTBEHHON, HO KaKHUe-T100 BHENI-
HHUE (aKTOPBI, MPOBOLHPYIOIIHE 00pa3oBaHue Ae(HEKTHON MOMYISAINN KIETOK, SBISIONIEHCS
KJIOHOM, T. €. IOTOMCTBOM OJHOW NEPBOHAYAIbLHO U3MEHEHHOM KJIeTKH, Heu3BecTHHI. [Ipouc-
XOXKIICHUE TTAPOKCU3MOB FeMOITIOOMHYPHH OCTaeTCs HesICHBIM. [TapoKCH3M CBsI3aH HE CO Bpe-
MEHEM CYTOK, a CO CHOM, KOTOPBIH JHEM TakKe MOXET BbI3BaTh KPH3.

Kaunuka. J[n1 napokcu3mManbHONH HOYHON reMOIIOOMHYpUH XapakTepHa Tpuaaa Ipu-
3HAKOB: TEMOJIMTUYCCKAsl aHEMUSI, IIUTOTICHUH M BBICOKUH PHCK BEHO3HOTrOo Tpombo3a [15].
3aboneBaHue dalie pa3BUBAETCS IOCTENEHHO, WHOTJA OCTPO, C BO3SHHUKHOBEHHEM TI'€MO-
JUTUYECKOTO KpH3a. DTOMY MOTYT HpENIIeCTBOBaTh MH()EKIMH, WHTOKCHKAIUHU, KOHTAKT
C TOKCHYECKMMH BELIECTBAMU. Y OOJBHBIX OTMEYAIOTCS CadoCTh, OJbIIIKA, cepauedrueHue,
TOJIOBOKPYKEHHUE, KENTYIIHOCTh CKJIEP U KOKHBIX TIOKPOBOB, MOYa TEMHOTO I1BETa (Fr€MOIJIO-
OMHYypUs1), TOJOBHBIE 00JH, OOJU B JKUBOTE, CILUICHOMETaIHs, TPOMOOQIECOUTHI pa3IuyHON
JIOKAJTM3ALHH.

MeTtoasb! uccae10BaHUS:

* [ToBBIIIIeH HEKOHBIOTHPOBAHHBII OHIHPYOHH.
* XapakTepHbl PETHKYJIOLUTO3, FEMOIJIOOMHYPHSI.
* Onpenenenue % conepxanus GPI-HeratuBHBIX KJIETOK (Y HEKOTOPBIX OOJIBHBIX MX
YpPOBEHb HOBBIIAETCS 10 97%).
IporHos. OTHOCUTEIBHO OIArONPUATHBIMN.

4.5.3. Tanaccemus.

Tanaccemust — BpOKZIEHHOE 3a00JI€BaHNE C ayTOCOMHO-PELIECCHBHBIM THIIOM HACIEIOBAHUS,
B OCHOBE Pa3BUTHS KOTOPOTO JISKHUT AUCOANTaHC MEXIy CHHTE30M o M B — memeil miobuHa
[14]. Tun o—TamacceMrun AMArHOCTUPYETCS C POXKACHUS NPU MPOBEACHUN CKPHHHUHT-TECTOB
B 30HaX pacrpoCTpaHEHHs JJAHHOTO THIAa aHEMUH, [3—TajacceMun — y aereil crapiue 4-6 me-
csueB xu3HM [14]. HocutenssMu reHOB TanmacceMum SIBISIOTCS Ookoiio 150 MITH HaceneHwst
3emin (3% ot o01iero yucina KuTesel), KIIMHUYECKUE MTPOSBICHHUS TAIaCCEMUU OTMEYAIOTCs
y 15 mia. OCHOBHBIMH PETHOHAMH PACIIPOCTPAHEHHS TaTacCeMUU SIBIAIOTCS Cpenn3eMHOMO-
pbe, apabckue U azuarckue crpaHbl. ClienyeT OTMETHUTS, YTO O— TaJlacCeMHUs B OOJbIIEH cTeeH:
XapaKkTepHa JJIs CTpaH, SHAeMHUUHBIX 1o Mansipuu (FOxHas Azus, Appuka, Cpenauii Bocrtok,
Wnpus), B — Tanaccemus: yamie Bcrpedaercss B cTpaHax CpeamzemHomopbs (I'peums, Ura-
nust, Vicnianust), O4eHb BBICOKHI YPOBEHB PaclpOCTPaHEHHOCTH B — TAJaCCEMHHU Ha OCTPOBaX
Kunp, Capaunus, Masnbra [14].

Mudgp no MKB-10: D56.

IlaTorene3 u kinHuKa 0oJe3Hu. CHHTE3 O-Ienel o0UHA KoaupyeTcs 4 TeHaMu, CTe-
MIEHb BBIPAKEHHOCTH MYyTalllii KOTOPBIX ONpeAeseT KIMHIYECKYI0 KapTHHY U FeMaToJIornye-
CKYI0 KapTuHY (pHc. 56).

Tak, eciii ©I3MEHEH TOJIBKO O/IUH I'eH, PEOCHOK SIBJISIETCS] HOCUTENIEM U HE UMEET KIIMHUKH
Oosie3Hn. MyTaluH B IByX F€HAX MPOSIBIISIOTCS MaJION O-TaiacceMHel, B TpEX — TeMOTTIOOHHO-
narueit H, yeTbipex — 60bII0i a-TanacceMueil, uiau «¢heTanbHoll BOASHKOM» (JIeTanbHbI Uc-
XOJI HACTyIIaeT BHYTPHYTPOOHO WITH Cpa3y MOCIe POXKICHU). B-TanacceMus BBI3BIBACTCS MY-
TalMeil reHOB, KOMUPYIOIUX CUHTe3 B-nenei rmoduHa. 13BecTHBI TpH (OPMBI B-TanacceMuu:
Majas, CpeaHsis (WU IpOoMeXyTouHast) u Oonbruas [14].
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Puc. 56. Ma3zok kposu npu tanaccemuu (Wikipedia, 2015)

Manas TanacceMusl He MMeeT BHEIIHMX MPU3HAKOB 3a00JI€BaHuUs, aHAIN3BI KPOBU HOP-
ManpHble. Majasi TanacceMusi, Kak MPaBHJIO, BBIABISETCS CIy4aifHO, OOHapYKUBAETCS TIPH
YIIyOIeHHOM 00CIIeIOBAaHUH POJICTBEHHUKOB OOJIBHBIX TalacCeMHeH.

INepBble npu3HaKy O0ONBIION B-TadacceMUM MOABILIOTCS YK€ B IIEPBbIE ABa T0/a XKU3HU
U XapaKTepu3yloTcs TsKeIoil aHemuei, Hepenko TpeOyroleil remorpancdysuil, 3aaepxKon
q)l/l3l/I‘ICCKOFO Ppa3BUTHS, CKCJICTHBIMU aHOMAaJIUAMU, TaXUIIHOI.

Mertonp! uccienoBanus. OCHOBHBIM B TMarHOCTHKE TAIaCCEMUU SIBIISETCS OIpeseNIeHue
(eHOTHIIA TeMOTIIOOMHA C TIOMOIIBIO ANIeKTpodopesa, Xpomarorpapuu, CeKTPaaIbHOro aHa-
nu3a. Hepenko ucnonssyrorcs [P 1 ummyHopepMeHTHAS IUArHOCTHKA.

IIporno3. OTHOCHTETBHO OIATONPUATHEIH.

4.5.4. CepnoBuaHokierounas anemusi (Hemoglobin S disease).

Hacnenyercsi mo ayToCOMHO-pEIIECCUBHOMY THITY C HETIOJIHBIM JIOMUHHpOBaHHEM. Pac-
IMPOCTpaHCHa B pEruoHax, SHACMUYHBIX 110 MaJISIpHUHA.
Mudgp no MKB-10: D57.

Puc. 57. Mazok kpoBu npu cepnioBuaHokierouHord anemun (Wikipedia, 2015)

Iarorene3. CeproBUIHOKICTOUHAS aHEMHsI — 3TO HACICACTBEHHAs T€MOIIOOHHOIA-
THSI, CBSA3aHHAs C HAapYIICHHEM CTPOCHHS reMONNIOOMHA, IIPH KOTOPOM OH IIPHUOOpeTaeT 0co-
0oe kpucrammnueckoe crpoenne — remoriodous S (HbS). Tlox BausiHUEM THIIOKCHH, allna03a
Y KJICTOYHOW AETHApaTAluK MPOUCXOMUT BHYTPHKIETOUHAs moiuMmepu3aius HbS, Bemymias
K M3MeHeHHIo (Gopmel sputpormTa (hopma cepma, puc. 57), 4TO W Jaj0 HA3BaHUE ITOMY
3abomeBanuio [18].
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B pesynbrare TUHaMHYECKOTO B3aMMOJeHCTBUS HbS-3pUTPOLUTOB ¢ SHIOTEIHEM Ka-
MIJULIPOB OTMEYAIOTCS MUKPOBACKYJSIPHBIE OKKIIO3UH, UIEMHUsS U perepdy3unsi, COCYAUCThIN
U BOCIAIUTENBHBI CTpecc, HapacTaHHE YPOBHS OKCH/A3, BOCHAIUTENBHBIX LUTOKWHOB
U MOJIEKYN aare3uu. IlepeducieHHble MaTOreHETUYECKUe OCOOCHHOCTH SIBISIIOTCSI OCHOBOM
JUIT XPOHUYECKOTO0 T'eMOJIM3a IPUTPOLUTOB M Pa3BUTHS aHEMHU, THMIIOKCHH, XOJICIUTHA3a,
THITEPKOATYIISIIMU U BACKYIIOTIATHH.

Kaununka. B 1974 u 1978 rr ObU10 BBEACHO MOHATHE «CEPIIOBUIHOKICTOUHAS OOJIE3HBY
[81], koTopoe 4éTko oTpaxkaeT Te mpodIeMbl, KOTopble UMeeT pedbeHok ¢ HbS-anemueii. Cep-
MOBUTHOKJICTOUHAST aHEMUS! KITMHUYECKH XapaKTePU3yeTCsl CHMIITOMAaMH, BHI3BAHHBIMU TPOM-
6030M COCYIIOB pa3NHYHBIX OPTAHOB, M TEMOJUTHUECKOW aHeMuel. ManudecTanus 0one3Hn
MOXKET OTMEYaThesl ¢ S-MeCSIIHOro Bo3pacTa. CTeneHb TSHKECTH aHEMHH 3aBUCHT OT KOHIICH-
tpauuu HbS B aputpornure: uem oHa Goiible, TeM sipye CHMIITOMATHKA. YPOBEHb TeMOITIOONHA
MoxeT kojebarbes ot 59 no 125 r/n [81]. Kinuunueckas kapruHa HbS-anemun nmeeT HeCKoIb-
KO CHHIPOMOB: 0OJIEBOI KPU3, OCTPBIN TOpaKaJIbHBIA CHHIPOM, OaKTEepUabHBIN CETICUC, CEBE-
CTPAIMOHHBII KPU3, alNTACTHYCCKHI KPU3, OCTPBIN UIIEMHUYCCKUI HHCYIBT, cuHapoMm Girdle,
MPUAITU3M.

Haubonee HenpusiteH i ieTeld 601eBoi CHHAPOM, KOTOPBIH Yalle MPOTeKaeT B BUE OC-
cauruii u apTpayruil. [IpuauHON 3TOTO SBIsETCS NenoHnpoBanne HbS-3pUTpOIUTOBR B Kammi-
Jsipax KOCTHOW TKaHHM, 4TO MPUBOIHUT K TpoMOO03aM, HH(pApKTaM U HEKpo3aM KocTH (puc. 58).

CrnemyronM 3TanoM sBisieTcs OaKkTepHaibHAs KOJOHU3ALIUS HEKPOTH3MPOBAHHBIX
Y4YacTKOB M pa3BUTHE ocTeomuenuta. B 71% ciydaeB B HEKPOTH3MPOBAHHBIX y4acTKaX BbI-
SBJISETCS CaJbMOHeIla, yame Salmonellaspecies[81]. Yactora octeomuenura y nereii ¢ HbS-
aHemueit nocruraet 61,4%. OnqHako NMXopasika BCTpEYaeTcs peiko, MojaBiistomiee OOIbIIH-
cTBO meteit (82,5%) uMerot Temneparypy Hike 37° [81], 4To 3aTpyaHsAET MOCTAaHOBKY JHArHO-
3a. Occanruu 1 apTiaruu orMevarorcst y 80,7% marueHTos.

BonblIyl0 OMacHOCTh MPEICTABISIIOT CEKBECTPAIIMOHHBIC KPH3bl, Pa3BUTHE KOTOPBIX
BO3MOXKHO € 3-MecsiyHOTO Bo3pacta. O4YeHb PEeAKO CEKBECTPALMOHHBIE KPH3BI OTMEYAIOTCS
y neteit crapuie 6 net. CekBecTpaiisi KpOBH B CEJIE3eHKE MPUBOIUT K €€ OCTPOMY yBeIrde-
HUIO U TaJIEHHIO reMorobuna B nepupepuueckoii kposu 1o 20 r/1 [18] npu HopManbHOM Wilu
TIOBBIIICHHOM YPOBHE PETUKYJIOHUTOB. B TSOKEIBIX CITydassx MOXKET Pa3BUTHCS THIIOBOIIEMHYEC-
CKUIA IIOK U JIETAIBHBINA CXO/ B TEUSCHNUE HECKOIBKUX YacOB.

[leyeHouHast ceKkBeCTpalHsi OTHOCHTCS K PEAKHM, HO OYEHb TSDKEIBIM OCIOKHEHUSIM
HbS-anemuu, cBI3aHHBIM ¢ OOCTPYKIMEH IEYEHOUHOTO CHHYCOUAAIBEHOIO KPOBOTOKA. B aTOM
Clly4ae BBUIBISIFOTCS BRIPAXKCHHAS TEAaTOMETaNHsl, aHEMUS U PETUKYIIOIUTO3.

Puc. 58. Yronmenne HaIKOCTHHIIBI, Cy)KEHHE U CKJIEPO3 KOCTHO-MO3TOBOTO KaHAIa
y 9-netHero manpurika ¢ HbS-anemueii (a). JIBycTopoHHHI akanuiiapHbiii Hekpo3 (0)
snudu3a ronoBKH OeApeHHOM KocTH y 12-netHel neBouku ¢ HbS-anemueii [81]
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BonbmmHCTBO GONBHBIX € TSHKENOM (OPMOI CeprOBUAHO-KICTOYHON aHEMUHU MTOTHOAET
B TEUEHHE 5 JIET, a IIEPEKUBILUE 3TOT CPOK BCTYNAIOT B TPETHUH MEPUO], KOTOPBII XapaKTepH-
3yeTcs IpU3HaKaMU HEPE3KO BhIpakKeHHOI reMonuTndeckoi anemun. Cene3eHka y HUX 00bI4-
HO He MaJBITUPYETCsl, TaK KaK MOBTOPHBIC HH(PAPKTHI MIPUBOIAT K €€ CMOPLIMBAHMUIO. [leueHp
OCTaeTcsl yBEINYECHHOW, HEPaBHOMEPHO YIUIOTHEHHOM, a JacThle MHG)EKIIMN NPUHAMAIOT He-
PEIKO CeNTHYECKOe TeUSHHE.
MeTtoab! uccae10BaHUA:
1. Dnekrpodope3 reMOrIOOMHA: BBISBIISETCS TEMOITIOONH S HITH €r0 COYETaHUE C TeMO-
mo6unoM F.
2. BBICOKOUYBCTBUTEbHAS KUIAKOCTHAS XpoMarorpadus
3. XapakTepHasi KIMHUYECKasl U TeMaToIoTnyecKasi KapTUHa.
Mporno3. He6naronpusthblid. [IpogomkuTenbHOCTD )XU3HU Konebnercs ot 14 o 60 net
B 3aBUCHMOCTH OT Ka4eCTBa OKa3aHHs MEIUIIMHCKOM TOMOIIH.

4.5.5. 'emodarouuTapHblii CHHAPOM (reMoparouuTaApHbIA THM(OrHCTHOLHNTO3).

3aboneBaHre MOXKET OBITH BPOXKAECHHBIM U MPUOOPETEHHBIM. [ €HETHYECKH IeTEPMHHU-
poBaHHbIN TeMogarounTapHbiii umdpoructuonuro3 (HLH) sBisiercs BposkaeHHBIM 3a00Jie-
BaHHEM, UMEIOIIUM ayTOCOMHO-PELIECCHUBHBIN THIT HacienoBaHus. MoxeT OBITh pa3ziesieH Ha
2 moarpymmsl: ceMelnblii remodaronutapusiii mumdoructuonurod (FHLH) n mmmyHonedu-
IUTHBIE COCTOSHUS ¢ abOMHU3MOM (cuHapoM Ueaunaka-Xuramu, cuaapoM [puseniu 2 Tuna,
cunapoM 'epmanckoro-Ilymnaka 2 Tuna); pasiaudHble NEPBUYHbIE UMMYHOIEC(UIIUTHBIE CUH-
Jpombl (tuMdonponudeparuBHas 60€3Hb, cLENIeHHas ¢ X-XpOMOCOMOH, X-CLeIICHHAs TH-
roraMManioOyTuHeMus U X-CIeTUIeHHAas TspKellasi KOMOMHUPOBAaHHAs MUMMYHHAsl HEZI0CTaToq-
HOCTb). Berpeuaerces ¢ uactoToif 1 Ha 50000 poguBmnxcst.

IIpuobpereHHbIil TeMOdaronuTapHelii TMMGorucTHonnTo3 M3yden mano [31, 94], Ho
€ro BeIyIIUMHU NPHYMHAMHU CUUTAIOTCS ayTOBOCIHAIUTENbHBIE U ayTOMMMYHHBIE 3a00JeBa-
HUSI, TAKHE KaK CHCTeMHas KpacHasl BO9aHKa, 0oie3Hp CTHIDIa, IepMaTOMUO3HUT, CHCTEMHBIH
FOBCHWJIbHBIN MIUONaTH4ecKuii apTput [31, 94], a Taxke onmyxoinu (310KadecTBeHHast TuMpo-
Ma, OOJNBIIEKJIETOYHAs arulacTudeckas auMdoma). CoracHO COBPEMEHHBIM TaHHBIM, TPHUT-
TepHBIM (HaKTOPOM AT PA3BUTHUS reMOo(parouTapHOro CHHIPOMA SBISIOTCS HH(EKINOHHbIE
arents [31].

Mudp no MKB-10: D76.1 — remodaronuTtapHslii aumdoructuonuros; D76.2 — remo-
(baroruTapHbIi CUHAPOM, CBA3aHHBIN ¢ HH(pEKIHEH

Matorenes. 'emodarouurapustii cuaapom (I'@C) OTHOCHTCS K TSHKEIBIM KU3HEYTPOXKa-
IOIIUM 3a00JIEBaHUSM U XapaKTEPU3yeTCs aKTUBALMEH IMCTUOLUTOB ¢ IIPeo0nafaHueM reMo-
(paronurosa (puc. 59), KOTOPHIH OCYIIECTBIACTCS BCEMH OTACIAMH PETHKYIOIHI0TEIHATEHOMH
CHCTEMBI (BCJICICTBHE OCOOCHHOCTEH IMAaTOTeHe3a B INTEPAType MOXKET BCTPEUaThCsl Ha3BaHHE
reMo(aroqUTapHOr0 CHHIPOMa Kak CHHAPOMAa aKTHBALWU MakpodaroB). B ocHOBe KIMHU-
YECKOIM KapTHUHBI JIGKUT Pa3BUTHE BBIPAKCHHOW BOCHAJIHMTEILHON PEaKIUK, 00yCIOBICHHON
THITEpCEeKPenne MPOBOCIAIUTENbHBIX IINTOKMHOB (MHTEp(hepoHa-y, paKkTopa HEKPO3a OIyXo0-
JIM, UHTEPICUKUHOB-6, 10 ¥ KoJOHHEeCTUMYIHUpYOIIEero Gakropa Makpodaros). Pa3BuBaercs
IIUTOIICHUS], KOAryJaomaTus. Y Bcex OONbHBIX OTMeYaeTcs HapyleHHe QYHKIMN eCTeCTBEHHBIX
KWJIIEPOB, IIUTOTOKCUYECKUX T-KIETOK.
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Puc. 59. 'emodarouros 3putrpoutos [52]

Knunuka. BpoxxieHHBIN TeHETHYECKH JEeTePMHUHHPOBAHHBIN TeMO(arouuTapHbIi M-
¢doructronuto3 y 70% nereit orMedaeTcsi Ha IEPBOM IOy J)KU3HH ITOCIIE CBETIIONO IIPOMEXKYT-
Ka ¢ MOMEHTa poXJIeHus. [TTaBHPIMU cHMIITOMaM# reMo(arouTapHOro CHHAPOMA SBISIOTCS
MPOJIOHTUpOBAaHHAA JIMXOpaaKa, rermaroMerajans U HUTOICHHUS. Hepem(o y 60J'II>HBIX OoTMcE4Ha-
€TCsl yBeIMUeHHE JIMM(OY3II0B, HEBPOIOTHYECKHE CUMIITOMBI (IIapaliny, CyI0pOTH), JKeNTyxa,
oOycIoBneHHas NpsAMON runepounupyornHemMuei, coirb. Y OONBIIMHCTBA JIE€TEH BBISABISETCS
CIUICHOMETAITHSI, aCHUT. BO3MOXKEH BBINOT B IUIEBPATBHYIO MOJOCTH (prc. 60).

Kunnuveckasi KapTuHa NPUOOpeTEeHHOro reMo(paroUTApHOro CHHAPOMa BKJIKOYA-
€T 4 NIaBHBIX PH3HAKA: TNXOPAAKY, TUM(aIeHONATHIO, TeIIaTOMETaINIO U CITICHOMETAIHIO.
I[OMI/IHl/IpyIO]_LlI/IM CUMIITOMOM SBJIACTCA JINXOpaJKa.

Bonee uem B 50% ciy4yaeB oTMeualoTCs UUTONCHUS, HApyLIeHUEe (QYHKIUHA ITe4EeHH, BbI-
paXxeHHOE MOBBIIICHHE YPOBHS (peppUTHHA U KOAryJIOHaTHS.

Puc. 60. YTonieHne cTeHOK )KeIUHOIo My3bIpsl U MEPUNIOPTalIbHAsI TUIIEPIXOT€HHOCTh
y 00JIBbHOTO ¢ reMogarouuTapHbIM JuMporucruonntozom [117].

Mertons! ucciaenoBanus (nuaraoctudeckue kpurepun [ OC):
* CeMeiHBIN aHaMHE3 U TeHeTHYeCKOe MOATBEepkKAeHUE TIpy BpoxkaeHHOM [ DC;
* KIMHUYECKHE U Ja0opaTopHble KPUTEPHH (IOJDKHBI IPUCYTCTBOBATh 5 U3 8 MPU3HAKOB):
— JIUXOpAJIKa,
— cruteHoMeranus, Tp.< 1x10%/m,
— THNEPTPUNITHALEPUACMHUS W/ TUOGUOPHUHOTECHEMUS,
— ¢epputun > 500 Mkr/m,
— sCD >2500/mm,
* CHW)XCHUE aKTUBHOCTH WJIM OTCYTCTBHE HATYPaJbHBIX KUILIEPOB,
* reMo(arouTo3.
Iporuno3. HebnaronpustHeiii. [eModaronurapHblii CHHIPOM SBISETCS OTHON W3 TPH-
YUH OCTPOY NEYEHOYHON HETOCTATOYHOCTH y JeTe paHHETO BO3pacTa.
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4.6. Onmyxo,1u MeYyeHN KaKk NMPUYMHA renaToMerajinu.
OmnyxoJieBble MOPaXKEHUsI [IEYEHU MOTYT OBITh 1OOPOKAUECTBCHHBIMH U 3J10KaU€CTBEH-
HbeIMU[6]. [IepBbie pa3BUBAIOTCS PEIKO U JMATHOCTHPYIOTCS CIy4YaiHO, BTOPBIE BCTPEYAIOTCS
yae (puc. 61).

Puc. 61. Kommnsrotepraas Tomorpadus: renarodmacroma (I[TeikoB M., 2014)

BropuuHOoe mopajkeHue MEYEHU MOXKET BbI3BaTh IPOPACTaHUE B HEE 3JI0KAYECTBEHHBIX
OITyXOJel U3 COCETHUX OPraHOB — JKEIYHOIO Iy3bIps, XKedyaKa, 000104HOM Kumky. [Teuens —
U3JII00IEHHOE MECTO A7 OOIIMPHOTO METacTa3UPOBAHUS OIyXOJIeH, CHAOXKAIOLIUXCSI KPOBBIO
3a CYeT MOPTaNbHOM BEHHI (puc. 62).

OCHOBHBIM METO/IOM AMATHOCTHKH OITyXOJIH IT€YESHH SIBIISIIOTCS YIBTPa3BYKOBOE UCCIIENO-
BaHUe, KOMIbIoTepHas Tomorpadus [2, 8, 12, 26, 52].

OmnyXxoJ y JeTei MOT'yT IPOTeKaTh MO Mackod HHPEKIIMOHHOTO 3a00JICBaHUSL, THXOPAI-
KHI HESICHOTO TeHe3a U CeIICHca, HalpuMep IPH aHAINIACTHYECKOH OOIBIICKICTOTHOH TUM(pO-
Me, OTHOCsIIIEHCs K rpymnie T-KIeTouHbIX TUMbOoM.

Puc. 62. Komnbrorepaas Tomorpadus: MeTacTasbl B Ie4eHH Y OOJIBHOTO PaKoM
TOJICTOTO KUIIEYHUKA

4.6.1. Anannactu4yeckas, 0osibexk/JaeTouHas aumdpoma (ALCL).

Mudgp no MKB-10: C83.2; C83.3.
AHarutacTideckasi 0oNbIIeKIeTOuHas TuMpoma coctaBisieT 10 30% He-XOMKKHHCKUX JINM-
¢dom y nereii. [To nanubiM Mosunjac M. et al. [52], B neTckoM Bo3pacTe HEPEIKO BCTPEUaeTcst
arunmaHoe TeueHne ALCL, s KoToporo XapakTepHO HaJH4He JTUXOPATKH, TeTaTOMETa i
(wnu renarocruieHoMeranun), JIBC-cuHnpoMa, TakTaT-aiua03a, HeHTpoUIBHOTO JTeHKOIH-
TO3a CO CIIBUTOM BJIEBO, TPOMOOLIMTONEHHH, YTO COOTBETCTBYET KJIIMHHUKE cercuca. B Ouo-
XUMHUYCCKOM aHAJIN3€ KPOBHU BBISABISICTCS MOBBIICHHE ATAT 1 ACAT, 11e04Ho# (ocdarasbl.
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ITpu uccnenoBaHUM CUCTEMBI FeMOCTa3a 00palaeT BHUMAHUE yAJIUHEHUE IPOTPOMOUHO-
BOT'O U YaCTUYHOI'O TPOMOOILIACTUHOBOIO BpeMEHU, NosiBIeHUE J[-1uMepOB, CHUXKEHUE YPOB-
Hs (UOpPHHOTCHA.

Kpome storo, y gereii MOryT oTMeyarhCsi MOYEYHAS U I1€UYEHOYHAs HEeIO0CTaTOYHOCTh,
OJIUTYpHsl, LIOK, HaJIIOYEYHUKOBAsI HEAOCTATOYHOCTb, UHCYIBTH. K paHHMM IpHU3HAKaM OT-
HOCHUTCS TIOsIBJIeHHEe 00JIell HeonpeneNeHHON JTOKaTH3alut, Kalllsl, CHMIITOMOB OpOHXHAIb-
HOM 00CTPYKIMM (HAITOMUHAIOIIMX aCTMAaTHYECKHH CTaTyc), ChIIH, YTOMIISEMOCTH, HOYHON
moTIBOCTH. OTCYTCTBYET 3HAYNMOE yBEIHYECHHE Neprupeprdeckux JTMM(aTnIecKux y3ioB.

Puc. 63. CxoruteHue kiaetok oonpiiekieTounoi tumdomsl (ALCL) B mpocBeTe KanumuisipoB
U COCYTUCTOM cTeHke [52]

Puc. 64. Komnbtotepras tomorpadus. [enmatoMmeranus u Hecrenuduieckui
OTEK KEITYHOTO ITy3bIps y O0IBHOTO ¢ TuM(poMOii [52]

KommerorepHas Tomorpadus u Y3U BRIABIAIOT yBeIUICHHE IEICHH, Pa3MEPOB JKEITIHO-
TO ITy3BIpsi, €0 OTeUHOCTH (pHc. 64). MeanacTHHANBHBIE H PETPOIIEPUTOHEATBHEIE JIUM(OY3-
Bl YBEINYUBAIOTCS HE3HAUUTEIbHO. [locTaHOBKA JUarHO3a BO3MOXKHA Mociie Mopdoormde-
CKOTrO0 ucclieioBanus (puc. 63).

IMpr MUKPOCKOIYECKOM HCCIEA0BAaHNH BBIABIACTCS AU(dy3HAS HHOUIBTPAIHS MaJIHT-
HM3MPOBAHHBIMU KJIETKAMHU HOJCIU3UCTOIO CJI0s MUILEBO/IA, KMIIEYHHUKA, )KETYHOIO M MOYe-
BOro my3sips. Onpenensrorcs HHOUIBTPATH B MAPEHXUME TI0YeK, JIETKHX, TOIKETyI0THOH
U IUTOBUAHOII XkKene3e, KOCTHOM Mo3Te 1 uMdoysnax. OTMedaeTcs JunaTanus KaluisipoB
B pe3ynbTaTe CKOILUIEHUs KIEeTOK TUM(POMBI, HHQUIBTpaLUs COCYAUCTOH CTEHKH.

BonbmmHCTBY nereil ¢ arunuyebeiM TeueHneM ALCL monadamy cTaBUTCS OMIMOOUYHBIH
JTMarHo3 (Yaiie Cercuc).

IIporno3. HeGnaronpustHeIi.
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4.6.2. I'emaro6acroma.

310Ka4eCcTBEHHAs OIyX0JIb edeHH (pHC. 65), KOTopas pa3BUBAeTCA U3 SMOPUOHAIBHON
TUTFOPUIIOTEHTHON 3aKTaaKH.
HIugp no MKb-10: C22.2.

Puc. 65. Tenaro6iactoma neueHn. DnuTesManbHblid Ty, [lepnos KITMHUYeCKOH
manudecranuu (Wikipedia, 2015)

Knnnuka. Onyxomnb yale BCTpeuaeTcs y AeTel paHHEro Bo3pacTa, Ioclle 5 JIET )KU3HU
BCTpeuaeTcsi KpaitHe penko. OCHOBHBIMU KIMHHYECKUMU CHMITOMaMHU SBISIOTCS OBICTpoOE
YBEIMYEHUE KUBOTA, CHIDKEHUE allleTUTa U aHOPEKCHs, JINXOpajKa, skenTyxa. Kak npasuio,
IIpH 0CMOTpe pebeHka 00panaloT BHUMaHUE Ha YBETTWYEHNE Pa3MEPOB )KUBOTA HIIH BBISBISIOT
IIpU NaJbIalMU OIyXOJEBYI0 Maccy B IIPaBOM IoApeOepbe. Y MallBYUKOB OIIyXOIM BCTpeda-
I0TCA B 2 pa3a yalle, YeM y JAeBOYEK.

Iporno3. HeOmaronpusaTHEII.

4.6.3. 'eMaHIrH0’HA0TEIHOMA.

Omnyxosb (puc. 66) XapakTepu3yeTcsi MEJIEHHBIM POCTOM U HU3KOW CTEIEHBIO 3JI0Kaue-
CTBCHHOCTH.
Mudp no MKB-10: C22.3.

Puc. 66. Mopdonorust remanrunosnaoTenromsl (www. medicalplanet.su)

Kaununka. ['emanrnosHorennomMa (CymecTByOT J00pOKaueCTBECHHBIN U 3]I0KAYeCTBCH-
HBIW BapUaHTHI 00JIE3HU) TEUEHH MOXKET MaHU(PECTUPOBATH Y IETEH EPBBIX 6 MECSIIEB )KU3HU.
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KnuaudyeckuMmu npu3HakaMM sIBJISIOTCS T€NaTOMETalus, pBOTa, Auapesi, JKeITyXa, aHe-
musi. Hepenko BbIABIsAETCA CIy4aliHO NMPH NalbHaluy xkUBOTa. IIpy 3110KauecTBEHHOM BapH-
aHTe 00JE3HU XapaKTEePHO ObICTPOE YXYILICHUE COCTOSHUS, Pa3BUTUE KaXEeKCUU, FeMOppar-
YECKOIo acLUTa.

JleranbHbli UCXOJ HACTYNAeT B T€UEHUE 2 JIET C MOMEHTA MOSBICHUS NIEPBBIX CUMIITOMOB.

MeTtoasl uccnenoBannus. YisrpasBykoBoe ucciaegosanue, KT, MPT.

Iporuo3. HeGnaronpustHbI Opy 310Ka4eCTBEHHOM BapHaHTe O0JIe3HU.

4.6.4. 'emanruoma.

OTHOCHTCS K CaMbIM YaCTBIM HO6pOKa‘ICCTBeHHLIM OITyXOJIAM IICYCHU.

Puc. 67. 'emanrunoma neuenu (Wikipedia, 2015)

Mugp no MKB-10: D18.0.

Koamnuka. ITporekaer 66CCUMITOMHO M TUATHOCTUPYETCS CITy4aifHO. BO3MOXXHBI CHM-
HTOMBI CIIABJICHHS OITYXOJIBIO MPHIICKAIIUX K HEH OpPraHoB.

MeTonb! uccienoBanus. Yiusrpasykosoe uccienosanue, KT, MPT (puc. 67).

IIporuo3. OTHOCUTENBHO OIArONPUATHBIN.

4.7. CeMeliHble reMOJIMTHYECKHE THNePOMIIMPYOHHEMHH.

CeMeliHble reMOIMTUYECKUE MIEPOMINPYOUHEMUN — 3TO Ipymma 3a0ojeBaHUll ¢ Ha-
CJIEICTBEHHO 00YCIOBICHHBIM HapylleHHeM 00OMeHa OunupyOuHa.

4.7.1. Cungpom Kuianoepa.

Hacnenyercst mo ayTocOMHO-TOMHHAHTHOMY THIY [2, 7]. IMeeT Taxke Ha3BaHHS: MPO-
CTasl ceMelHasl X0JIeMusl, KOHCTUTY[IMOHAIbHAS TUIePOMITNPYOUHEMHIS, UANONIaTHYEeCKas He-
KOHBIOTHPOBaHHAs! THIEPOMITUPYOUHEMHUSI, HETEMOJIMTHYECKasi ceMeiiHas skenTyxa. BriepBeie
3aboneBaHue ObUTO AuarHoctuposaHo B 1901 romy ¢paniysckum racrposnteponorom Orro-
cresoM Huxonst XKnnp6epom.

Mngp no MKB-10: E80.4.

IlaTorene3. B ocHOBe 3a0oieBaHMs JICKUT BPOXKICHHBIH AeGuuuT (epmeHTa ypu-
muH-1udochar-ToKypoHUITpaHcepas3bl, CHHTE3 KOTOPOTO KOIAMPYETCS TPYIIONH TEHOB
(UGTgenefamily), obecrieunBarommx JETOKCUKAIIMIO OHOMATEpUaIoB U MEMKAMEHTORB B Tie-
yenn. Ho tonbko oxuu reH u3 rpynmbl (UGT1A1) oTBeuaeT 3a KOHBIOTAILUIO OWIMPYOUHA.
B pesynbrare cumxenns aktuBHocT UGT 1Al pasBuBaercs xenryxa. OnHUM U3 3a00JI€BaHUi,
B OCHOBE KOTOPOTO JIS)KUT cHIbKeHHe akTuBHOCTH UGT 1A 1, siBnsiercs cunapom XKunsoepa [33].
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Kaunuka. Cunapom XKunsbepa — camast gactast popma HacJIEICTBEHHOTO IUTMEHTHO-
TO remnarosa, KoTopas BeigBisieTcs y 1-5% Hacenenus. CUHIPOM pacnpoCTpaHEH cpenu eB-
poneiines (2-5%), asuatoB (3%) u adhpuxanues (36%). 3aboneBaHne BIEPBHIE MPOSBIAETCS
B IOHOLIIECKOM M MOJIOZIOM Bo3pacte, B 8-10 pa3 yaie y MyX4uH. B O0ibIIMHCTBE CllydacB
CHUMIITOMBI OOJIe3HU NpOosABISIIoTes B 12-30 sieT, HO BO3MOXKHA MaHUdecTalus nocie 3-1etT-
Hero Bo3pacta. OCHOBHBIM KIMHUYECKUM IPOSBICHUEM OOJIC3HU SIBISIOTCS UKTEPUUHOCTh
CKJIEp U XKENTYIIHOE OKpallliBaHHe KOXKHOTO ITOKpoBa. Hapactanue »enTyxu BO3MOXHO IpU
cTpeccoBbix cutyanusax, OPBU, HenpaBWIbHOM MUTaHUU (MIPHEME OCTPOM, KUPHOU | XKa-
PEHOI1 MUK, aJKOTOIBHBIX HAIIUTKOB). THIINYHO yCHIIEHHUE XKENATYyXH IOCIIe IpreMa anabo-
JIMYCCKUX CTCPOUI0B, INIIOKOKOPTUKOMUIO0B, aHAPOTCHOB, pl/lq)aMl'lI/ILlI/IHa, OUMETHHHA, JICBO-
MHULETHHA, CTPENITOMUIIMHA, CaJUIMIaTa HATPUs, aMIIMLIWINHA, KOPEHHa, STHHUI-3CTpa-
JMoJa, apaneramosa, T.€. TeX MpernaparoB, B MeTaboIn3Me KOTOPBIX YHaCTBYET YPUAUHIM-
(docoarmmokypoHm-Tpanchepasa. Kentyxa MOKET YCHIMBATHCS MOCIIE TOJIONAHHUS, PBOTHI.
MeToabl HeC/Ie10BAHUS:
* 001 aHAIN3 KPOBH;
* 001U aHAJTU3 MOYH;
* ypOBEHb OMIMPYOUHA B KPOBH — OBBIIIEHHE YPOBHS 00IIero OMupyOHHa 3a cUeT He-
npsMoii (hpakiny;
e mpo0a C TOJOfaHMEM — IOBBILICHWE YpPOBHS OwnnpyOnHa Ha ()OHE TOJONaHUS —
B Teuenue 48 wacoB Oo0nbHON MONyuyaeT MUTAHHE SHEPIrEeTUUECKOM LIEHHOCTBIO
400 kkan/cyTku. B mepBblii eHb TPOOBI HATOLIAK M CIYCTS BOE CYTOK OMPEICIISIIOT
OmnmpyOuH cHIBOPOTKU KpoBH. [Ipn mogseme ero Ha 50-100% mpoba cyuraercs mo-
JIOXKUTEJILHOM;
* mpo6a ¢ GpeHobapOUTaIOM — CHUKEHHE YPOBHs OMinpyOrHa Ha GoHe npuema QeHo-
GapOuTana 3a cueT UHAYLUPOBAHHS KOHBIOTUPYIOMUX (PEPMEHTOB IIEUEHHU;
* mpoba ¢ HUKOTHHOBOW KHCIIOTOH — B/B BBEJICHUE BBI3bIBACT MMOBBINICHUE YPOBHS OMIIH-
pyOuMHa 3a CUET YMEHBILIEHUS! OCMOTHYECKOH PE3UCTEHTHOCTH 3PHTPOLIUTOB;
* aHaJIM3 KaJla Ha CTEPKOOKMIINH — OTPHLIATENIbHBIN;
* MoniekyIsipHas nuarnocruka: ananus JIHK rena UGT1AL;
* hepmenTsl kpou: ACAT, AnAT, I'TTII, I1{® - xak npaBuio, B Ipeaeaax HOpMaabHbIX
3HAYEHUH WM HE3HAYNUTENLHO TOBBILICHBI.
Iporuo3. bnaronpusaTHeil. Bo3MOXHO pa3BUTHE KETYHOKAMEHHOH OOJIEC3HH.

4.7.2. Cungpom Kpurnepa—Haiisipa.

HmeeT ayTOCOMHO-pELeCCUBHBII THIT HACISIOBAHUSL.

MIudp no MKB-10: E80.5.

IaTorene3s. B ocHOBe 3a00JieBaHMs JISKUT OTCYTCTBHE MITH BEIPXKEHHBIH 1eGuuuT dep-
MEHTa TIIOKypoHo3mITpandepassl [12]. deduunt mirokypoHuntpaHcdepassl (Oonee paHHee
Ha3BaHHe (epMEHTA) B reMaToMTaX MPUBOAUT K HAPYIICHUIO KOHBIOTAIIMU HEMPSIMOTO OMIIH-
pyOuHa (CBS3BIBAaHHIO €T0 C IIFOKYPOHOBOW KUCIOTO#). B KpoBH HapacTaeT ypoBeHb HEIPSIMO-
ro Ounnpybuna (nHorna 10 800 MKMOIIB/JT 1 OoJiee), KOTOPBIi BBI3BIBAET Pa3BUTHE OHITUPYOH-
HOBOH 5HIIe(anonaruy. JleTanbHbIi NCX0I MOKET HACTYIIMTh B T€UEHHE IIEPBOTO TO/la KU3HU
pebenka. Mmeet aBa BapuaHTta TedeHus: THII 1 u 2.
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Kmmnuka. Cunapom Kpurnepa-Haitsipa 1 Tunma oTHOCHTCS K CaMbIM TSDKENBIM BapH-
aHTaM BPOXJECHHBIX HEKOHBIOTHPOBAHHBIX runepbunupybunemuil. Ero pasBurue cpsi3zaHO
C TOMO3WTOTHON MJIN coyeTaHueM ¢ rerepo3urotHort mytanueit rena UGT1A1 na xpomocome
2q37. BrepBrie onucan B 1952 roay. Hactora cunapoma — meHee uyeM 1/1000000 >xuBopox-
nensbix. [Tpu cunapome Kpurnepa-Haiisipa [ Thna koHIeHTpalys CBIBOPOTOUHOTO OHITUPYOH-
Ha fjocturaet 855 mmons/i [44]. HaunHas ¢ IepBbIX 4acOB XHM3HU BO3HUKAET YIpo3a Pa3BUTUSL
SAIepHOH xenTyxu. HoBOpoKIeHHBIE TOIDKHEI ITOTy4YaTh €KeTHEBHO CEaHCH! ()OTOTEPAIINH, Te-
pamus ¢penobapbutanom HeabdexrusHa. [Ipu cunnpome Kpurnepa-Haiispa 2 tuna (cunapom
Apuaca) MaHH(]ecTanus HaCTyNaeT M03XKe — B IEePBbIe MECSLbI KU3HU. IIpOosBIEHUS CXOIHBI
¢ cuHapoMoM | Tuma, HO MeHee TsKenble, T.K. TIIOKypoHUITpaHcdepaza B HEOOIBIIOM KO-
JIMYECTBE NPUCYTCTBYET B T€NATOLUTAX, XOTS aKTUBHOCTb €€ 3HAUUTENIbHO CHIDKEHA (MeHee
20%). YpoBeHb HEKOHBIOTUPOBAHHOTO OmiMpyOMHa B KpoBU He pocturaetT 200 MKMOJB/I.
IIpu 3TOM BapuaHTe MOTYT ObITbH HOCTAaTOYHO 3(PdeKTUBHBI GeHobapOuTan u Gororepanus.

MeToabl HcCIeI0BAHMS:

1. B xpoBu HapacTaeT HelpsMas UIepOnIupyorHeMusi, ypoBeHb KOTOPOH He KOpperu-
pyertcs ¢ororepanueii, Ha3HaYeHHEM (heHoOapOuTana.
2. Menuko-reHeTuueckoe oociaen0BaHue.

Iporno3. HebnaronpustHeiit mpu 1 Trne. [IpHHIMIHATBHO YITydIIaeT IPOrHO3 3a00e-

BaHMS TPAHCIUIAHTAIMS [TEUYEHH, T.K. HOpMaIHU3yeTcs: OmnpyOuHOBBIA OOMEH.

4.7.3. Cungpom Jla6una-/[xoHcona.

Hacnenyercss mo ayTocoMHO-periecCHBHOMY THITy. KimHMKa OOJNE3HH MNPOSBISETCS
B IOHOIIECKOM Bo3pacre [2,3, 12].

HIugp no MKB-10: K76.8.

ITaTtorenes. B ocHoBe 00Je3HM JIEKUT HapyLIeHHE SKCKpenu OMINpyOuHa depes3 MeM-
OpaHy remnaronuTa 1 KeJTJHbIe KalmmuULIpsl. Bo3HHKaeT GpeHOMEeH peryprutaiun KOHBIOTHPO-
BaHHOTO OMIMPYOMHA, TOBBIMICHUE €T0 YPOBHS B CHIBOPOTKE KPOBH M HAaKOILIEHHE Tpy0o3ep-
HHUCTOTO IIMTMEHTA B LIEHTPE [TeUYEHOUHBIX JONeK (puc. 68).

[MpuunHa 3a0oneBaHus 0OyciOBIEHA HAacieACTBEHHBIM nedexktom ATd-3aBucHMOi
TPaHCIIOPTHOM CHCTEMBI KAaHAIIBIICB T'eMATOLMTOB. 3aJepiKka OWIMpyOMHA B TemaTolHTax
CBsI3aHa C M3BpALICHHEM B HUX MeTaboiaM3Ma agpeHalnHa, B Pe3yJbTaTe 4ero MPOUCXOIHUT
HaKOIJICHHE HE TOJIBKO OMIMPYOWHA, HO U MENaHWHA, C JATbHEHIINM Pa3BUTHEM MENaHO03a
TICYCHHU.

Puc. 68. Hakorutenue nurmenra (Omnupy6una) B KyndepoBckux KieTKax rneueHu y 601IbHOT0
¢ cunapomoM Jlabuna-/IxoHcoHa [63]
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Kaununka. B kiimHHYECKO# KapTHHE JOMUHUPYIOT JKENTyXa, TeraroMeraius, 00JIu U 1yB-
CTBO TSDKECTH B MPABOM INoApebephe U AUTACTPHH, TOLTHOTA, PBOTA U Anapest. MoxeT OBITh
KOKHBIH 3y/1. Y HEKOTOPBIX MAllHEHTOB MOTYT BBISBIIATHCS KAMHH B )KETYEBBIBOASAIINX MY TAX,
B YaCTHOCTH, B JKeT9HOM Ty36Ipe [109].

MeToabl McCaeI0BAHUA:

1. Ompenenenve 6unupyOuHa u ero ppakuuil. B kpoBu NOBBIIIEH yPOBEHb OUIUPYOUHA
3a cyeT NpsiMoi (ppaxuuu.
2. MeuKo-reHeTHUECKOE KOHCYJIBTUPOBaHHUE.
IIporno3. bnaronpusTHLIA.

4.7.4. Cunapom Potopa.

Hacnenyercst mo ayTOCOMHO-pELIECCUBHOMY Tully. BceTpeuaercss y B3pocnblX M Jie-
Teil, B TOM YHUCJIE€ Y HOBOPOXIEHHBIX M JieTeil paHHero Bo3pacta. [lomyumn HazBaHue
B 4YecTh (QUIMNIUHCKOTO Bpaya Aprypo bemnesa Portopa, OTKpBIBIIETO 3TOT CHHAPOM.

Mudp no MKB-10: ES0.6.

IaTorene3. HapyieHna s3kckpeTopHasi pyHKIIHS MEUYCHH, HO B MEHBIICH CTEIICHHU, YeM
npu cuanpome J{abuna-/[xoHcona [92]. ['mcTonornuecku cTpyKTypa Me4eHr He W3MEHSIeTCs,
MTUTMEHTHBIE BKIIFOYEHHS B TeMaTOUTaX He 00HAPYKUBAIOT, B OTJIMYKE OT cHHApoMa /labuHa-
JxoHcoHa.

Kiaununka. O61ee coctosHie cTpasaeT Mao. Y OOJbIIMHCTBA MAIMEHTOB 00JIE3Hb MPOo-
TekaeT OeccuMnToMHO. OTMEYaeTcsl Jierkas KeJITYyIIHOCTh KOKHOTO TIOKPOBAa M CIIM3HCTBHIX,
HEPEe3KHi KOKHBIN 3y/l. BOBMOXHBI JUCTIENTUYECKHE HAPYIICHUSI.

MeTtoas! uccieqoBanus. B OHOXMMUYECKOM aHAIM3€¢ KPOBH BBISBIISCTCS MOBBILICHHE
YPOBHS NIPSMOTO OMITMPYOHHA B KPOBH.

IIporuo3. braronpusaTHeIA.

4.8. 3aGo1eBanne coCy10B NMeYeHH.

Boae3nb u cunapom Baana—Kuapu. bonesns banna-Kuapu — nepBuunblii 06muTe-
pupyromui 3HA0¢GICOUT MEYCHOUYHBIX BEH ¢ TPOMOO30M M MOCIEAYIONICH WX OKKIIO3HUEH,
a TaK)e aHOMAaJHKM PAa3BHTHs MEUCHOYHBIX BEH, BEAYIIME K HAPYIICHUSIM OTTOKA KPOBHU
U3 MEYCHHU.

Cunapom bagna-Kuapu — BropiyHOE HapylIeHHE OTTOKAa KPOBH U3 IEUYCHU MPU psije
MaTOJIOTUYECKUX COCTOSHUHN, HE CBA3aHHBIX C U3MEHEHUSAMH cocynoB nedyenu [2, 12]. Cun-
npom banna-Kuapu HaOmonmaeTcss mpu NEpUTOHHMTE, OMYXOJSX OpPIOIIHOW MOJOCTH, Iie-
pukapaute, TpomM003axX M MOPOKAX Pa3BUTHSl HWIKHEH IOJOH BEHBI, IIUPPO3E M OYArOBBIX
MOPaXEHUAX MEYSHH, MUTPUPYIOLIEM BUCIIEPATBHOM TpoMOOQIeOuTe, MOJTUIUTEMUH, JICH-
ko3e (puc. 69).

Mudp no MKB-10: 182.0.

IaTorene3. Pa3BuBaeTCs 4aCTHUYHBIN WM TOJHBIN OJIOK NIEYCHOYHBIX BEH, MOpPTAIbHAS
TUIEPTEH3UsI. B BETBSIX BOPOTHOW BEHBI BBIBISIOTCS TpoMObl. HabmomaroTcs peakTHBHBIC
W3MEHCHUS B apTEPHsX.
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Puc. 69. Cunnpom banna-Kuapu. Tpom603 npasoii (RHV) u cpenneit (MHV)
MICYCHOYHBIX BEH M AWJIaTalus JieBoi neueHouHou Bensl (LHV) y GonbpHOTO
C OCTpPBIM [TPOMHUEIIOLUTAPHBIM JIEHKO30M [16]

Knunuka. Ilpu octpoil popme 3aboneBaHre HAUMHAETCS BHE3AMHO C MHTEHCUBHBIX 00-
JIell B aIIUracTpaibHON 00IacTu M MpaBoM noapebephe, pBOTHI, yBeIndeHus nedenu. Eciam npu-
YMHOU SABNAETCS MATOJIOTUs HIDKHEN MOJION BEHBbI, y OOJIbHBIX HAOIIONAIOTCS OTEKH HIKHUX
KOHEYHOCTEH, paclinpeHre MOAKOKHBIX BeH B 00IacTH KMBOTA U IPYJHOH KiIeTKH. bone3Hb
OBICTPO IPOTrPECCUPYET, B TEUCHNUE HECKONBKUX JHEH Pa3BUBACTCS ACLUT, YACTO MMEIOIIHH re-
MOpparu4ecKuii xapakrep. ACIUT MOXKET COYETAThCs C THAPOTOPAKCOM, HE IIOIIAETCS JICYCHU IO
ANYPETUYCCKUMU CPEIACTBAMU. B TepMI/IHaJ'lI)HOI\/’I CTaaur NPUCOCAUHACTCA KpOBaBas pBOTaA.

ITpu xpoHnueckoit Gopme 3aboneBaHNe ATUTEIEHOE BpeMs MpPOTEKaeT OSCCHMIITOMHO
WU TIPOSIBIISIETCS TOJIBKO YBENIMUCHUEM IedeHH. B nanpHelneM nossisioTcs 60U B IpaBOM
nozapebepbe, pBoTa. B pasrape 3a001eBaHUs I€UEHb PE3KO YBEIMUMBAECTCS, CTAHOBUTCSA ILIOT-
HOH, BO3MOXKHO OPMHPOBAaHHUE LUPPO3a IIEYCHH, B PSIIE CTyUacB OTMEUACTCS CINICHOMETAIHSL.
B TepMuHanbHOU cTaguy Hanbosee pe3Ko BHIPaKEHbl CUMIITOMBI IOPTAIbHON THIIEPTEH3UH —
HapacTarolUi acUT, KPOBOTEUEHUSI M3 PACIIMPEHHBIX BEH IHUILEBOAA, TeMOPPOUAAIbHBIX
BeH. VICXOIOM MOXKET CTaThb TsKeNas Ie4eHOUHasl HEA0CTaTOYHOCTh. 3a00JIEBAHUE MOXKET OC-
JIO)KHHUTBCS TPOMOO30M ME3EHTEPHATBEHBIX COCYIOB C TIOCJIENYIOIMINM Pa3BUTHEM IIEPUTOHUTA.

Metons! ucciaenosanus. [Ipeanonoxenue o 6one3nu bagna-Kuapy MoxxeT BOSHUKHYTh
Y BBISIBJICHUH a0IOMUHAIIBHBIX O0JIeil y OOBHOTO ¢ aCUTOM M rernaroMeranieil, 0cCoOeHHO
IIPY HAJIMYMK HAapyIIEHUH B CUCTEME CBEPThIBAHUSA KPOBU. B 0CHOBE TMAarHOCTHKH JI€XKAaT KIIH-
HUYECKHE MTPOSBICHUS 3a00JIeBaHus. VI3MeHeHNs 1a00paTOPHBIX TI0Ka3aTesell HeXapaKTepHEL.
IoBeimens! menoynas ¢ocdaraza, ypoBeHb aMHHOTpAaHCAMHHA3, IPOTPOMOHMHOBOE BPEMsL.
CHiKeH albOyMHMH B CBIBOPOTKE KPOBHU. JIMarHOCTUKa MPOBOIUTCS HA OCHOBAHUU JAaHHBIX
VABTPa3ByKOBOM JIOMILIEPOrpauu ¢ OL[EHKOW KPOBOTOKA 10 MOPTAJILHOM, IEYEHOYHOW BEHAM
1/WN HIDKHEH kaBarpaduu u BeHorenarorpaduu [16].

Iporno3. HebGnaronpusTHeI TpH OCTPOM TEYCHHUH OONE3HM W PA3BUTHH TEYCHOY-
HOH KOMBI.

4.9. AHOMA U Pa3BUTHUS KeT4eBbIBOASIINX MyTeli.

4.9.1.Cunapom Anaxxkmias. Hacnemyercst mo ayTOCOMHO-ZOMHHAHTHOMY THILYy C 4acTOTOM
1/100000 >XUBOPOXKAEHHBIX, XapaKTEepU3yeTCss BPOXKICHHON THUIIOIIA3Uel BHYTpPUIIECUEHOU-
HBIX JKETIHBIX MTPOTOKOB. Pa3Meps! BOPOTHOH BEHBI U MEUCHOIHBIX apTepHil OCTAIOTCSA HOP-
MaJbHBIX pa3MepoB [12].

Iudp no MKB-10: Q44.7.
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IaTtorene3. CuHapoM ANaXXWiIs OTHOCUTCS K MYJIBTUCHCTEMHBIM HapyLIeHUSAM, 3aTpa-
TUBAKOIIUM IICYCHb (I/IMeeT MECTO TUIIOIUIA3Us BHYTPUIICYHECHOYHBIX XCJIYHBIX IIPOTOKOB WUJIA
BHYTpPUIIEUEHOYHAsl TyKTOLEHUS), CEPLE, OPraHbl 3pEHUs, CKEJIET, IOUKU, COCYAUCTYIO CH-
cremy. Berpeuaercs ¢ wacroroit 1/30000. BoBiieueHue nedeHn MOXKeET ObITh OT MUHHUMAJIbHBIX
KJIMHUYECKUX IPOSBICHUI 10 NEPCUCTUPYIOLIEro X0JIecTa3a U pa3BUTHs LIUppo3a. B TpaHc-
TUTAHTAIMH NIedeH HyXaatoTcs oT 20 10 50% GonbHBIX [34] mpH yCI0BHH MIPOTPECCHPYIOLIe-
ro ruppo3a [90]. [IpuurHoit pa3BUTHs cUHAPOMA AJIAKWIIS SBJISIFOTCS MYTal[M TCHOB, KOJH-
pytomux Jaggedl (iMraHIBI perienTopoB TpaHCMEMOpaHHBIX OenkoB rpymisl Notch).

Kaunuka. Y OGONBHBIX OTMEUAaeTCs MEPCHCTUPYIOIIUI XoiecrTas, 3yl, rermaromera-
nust. 3ya MOXKET ObITh OYEHb BBIPAXKEHHBIM, HEPEJKU KCaHTOMbI. [Iporno3 Gone3Hu 3aBUCHUT
OT TSDKECTH MOpaXkeHus neueHu u cepaua. [pu cuanapome Anakuist BBIABISIFOTCS aHOMaJINU
Pa3BUTHUS JIULEBOTO Yeperna (JULO «TPeyroabHOW» (OPMBI 3a CUET OOJIBLIOTO BHICTYNAIOIIETO
102, MaJIEHHKOTO CKOLIEHHOTO MOAOOPO/IKA), CKENeTa, CepAeIHO-COCYIUCTON CUCTEMBI (He-
PEIKO TUArHOCTUPYETCsl CTEHO3 JIETOUHOHM apTepun), nodyek. Hapymenus dyHKuuil neueHu
BapbUPYIOT OT YMEPEHHBIX J0 BBIPAKEHHOI'O XOJIECTa3a, U Y 4acTH MAIlMeHTOB CHMITOMBI
MIEYEHOYHOHN HEJ0CTaTOUHOCTH MPUCYTCTBYIOT yXKe Ha IEPBOM rofy *KHU3HU. B xinHnueckoi
KapTuHe OOJIe3HM THIIMYHBI XKENTyXa M3-3a HOBBIIICHHS KOHBIOTHPOBAHHOTO OMIMpyOUHA,
pa3MUYHbIe TPYIIIHI [Ta3HBIX aHOMAJMH (B YaCTHOCTH 3aIHUI SMOPHOTOKCOH), 3aTparuBaro-
IIKe POrOBUILY, PaAy>KHYIO 000JIOUKY, CeTUaTKy U JAUCK 3pUTEIbHOro HepBa. OJHUM U3 IVIaB-
HBIX IMaTHOCTHYECKUX KPUTEPHUEB SIBIIAIOTCS aHOMAJIMH [TO3BOHOYHHKA: CarMTTalbHOE HE3a-
pallleHre Tel MO3BOHKOB MM HAJIM4Ue ITO3BOHKOB B (hopMe 0abouky. Bo3MOXKHBI IepeIoMbl
HU)KHUX KOHEYHOCTEH.

MeTtoasb! uccienopanusi. BosmoxHa aHTeHaranbHas JUarHOCTHKA C ITOMOIIBIO YJIbTpa-
3BYKOBBIX METOJIOB HcclieoBaHus. ITocne poxaeHus oTMedaeTcs IpsiMasi TunepounupyouHe-
MU U Apyrre TIpHU3HAKU XojecTa3a. OueHb Ba)XHOE 3HAYCHWE WUMEET CEMEWHBIN aHaMHe3 ’
MEeJHUKO-TeHEeTHYeCcKoe 00cIe0BaHue.

Iporuo3. OTHOCHTENHHO OIATONIPUATHBIN.

4.9.2.bunnapHas aTpe3us (0OIMTEPUPYIOIIAs XOTaHTUOIATHS).

Bunnapnas atpesust, 3a00neBaHue ¢ HEU3BECTHON STHOJIOTUEH, SBISIETCS ONHUM U3 IJIaB-
HBIX IIOKa3aHUH A/ TPaHCIUIAHTALUU [IEYEHH y JEeTeH.

Yacrora 3TOM aHOMAJIMM Pa3BUTHUS JKEIYCBBIBOAALIMX IMyTed komeOmercs ot 1/5000
Jo 1/18000 >xuBopoxaenHsix [12, 17, 43, 64], B 70% ciiyyaeB npu OTCYTCTBUU XUPypruue-
CKOH MOMOIIHN BeleT K OBICTPONPOrpeCcCHUPYIOIIEMY IIHUPPO3Y B Pe3yibTaTe NeCTPYKTUBHBIX
U BOCHAJMTENIbHBIX U3MEHEHUH OunuapHoro Tpakra [45]. [Toacuurano, uto 50% TpaHcIuaH-
TaIUi TICYSHHU Yy JeTeil B MUpe ObLIH CBSA3aHbI C OMIHAPHOI aTpe3ueii.

B o0uieli momynsiuu HaceneHus: 3eMHOTO 1Iapa, HE3aBUCHMO OT BO3pacTta, OMiinapHast
aTpe3us Kak IPUUUHA TPaHCIUIaHTauu nedeHu cocrasisieT 10% [64]. Manudecrauus K1uHu-
YeCKOH KapTHHBI OMITHApHON aTpe3ny MPUXOAUTCS HCKITIOUUTENFHO Ha HEOHATAIbHBIN IEPHO.

MIugp no MKB-10: Q44.2.

IlaTtorene3. Bo3aMOXHBI JiBa BapraHTa OMJIMApHON aTpe3ny: BHYTPUIIEYEHOUHBI U BHe-
TICYCHOUHBIN (IKCTpanedeHOUYHbIH). Halle BCTpeyaeTcs SKCTpanedeHOYHbIH BAPHAHT OUIHap-
HOU arpe3uy. DKCTPANeUeHOUHBbIE XKETUHbIe IIyTH BKJIIOYAIOT JKEIYHBIN Iy3bIPb, ITy3bIPHBIH
MPOTOK, OOLIMIA KEIYHBIN MPOTOK, 00K medeHouHbId npoTok (puc. 70). [Ipu OunuapHoi
aTpe3uu C MEpPBBIX YacOB XMU3HU pPeOEHKAa pa3BUBACTCS BLIPAKEHHBIH XosecTas, CIeACTBU-
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€M KOTOPOTO SIBISI€TCS HapylIeHHE CUHTETHYeCKOH (yHKUUM IedeHH. XapaKTepHO paHHee
pasBuTHe 1HMppo3a (rocne 8-i Hepeau KU3HU) U HOPMUPOBAHUE XPOHMUYECKOM MMEUEeHOYHON
HEJO0CTaTOYHOCTH.

Knunuka. bunmapHas arpesust ¢ pokaeHHs peOeHKa MMeeT KIACCHYSCKHe MPH3HAKA
XOJIeCTa3a: BRIPAKEHHYIO XKENTYXy ¢ 3eJI€HOBATHIM HIIM KOPHIHEBBIM OTTEHKOM KOXH, 00ecI-
BEYEHHBIH CTYII, TEMHYIO MOdy. [IporpeccupyroT remaroMeranus, THIOTPO(Hs.

MeTonb! uccaenoBanus. I1pu mo0bIX BapruaHTax OMIMapHON aTpe3uu HEOOXOMUMO KaK
MOXKHO OBICTpee WAECHTU(UIMPOBATh AUATHO3 (B MEpBbIe 6-8 Henenb ku3HM). B moctaHoBke
JMaTHO3a B MEPBYIO OYepenb IIOMOTAeT MPOBEICHIE HHCTPYMEHTAIBHBIX METOJOB HCCIIEN0-
BAaHWA: PyTHHHOTO YIIBTPa3ByKOBOTO MCCIIEOBAaHMS, KOMIBIOTEPHO ToMOrpad¥n, MarHUTHO-
PE30HAHCHOH XOTaHTHOTpadUH, TeIaTOCIHHTUT PAPHIL.

T by, - x...‘_',__———.___
)

./'\

Lo P o b

Puc. 70. Bapuantel OunuapHoii arpe3nu

[Ipu yneTpa3ByKOBOM HCCIIEIOBAHUN XapaKTEPHBIM IMPH3HAKOM OMIIMAapHON aTpe3nH sB-
JISIeTCS HAJTMYUE TPEYTroNbHON (PUOPO3HOM TIIACTUHKH (XOP/AbI) B BOPOTAX MEUYCHH THAMETPOM
1,2-2,5 cm u tommmuo# 0,3-0,8 cM, HO, K COXAIIEHUIO, STOT MPU3HAK BCTPEYAECTCS TOIBKO
B 20-25% ciyuaeB. bonee 4yBCTBUTEIBHBIMU METOJAMU SBIIAIOTCS TeNAaTOCLUUHTUrpadus U
MarHUTHO-PE30HAHCHAs XoJlaHTHonaHkpearorpadus (puc. 71).

Puc. 71. MarHuTHO-pe30HaHCHAs XOJIaHTHOIaHKpeaTorpadus y pedeHka
¢ OwmapHoi arpesuei [45]
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HpOFH03. 3aBHUCHT OT 6I)ICTpOTI>I IMOCTaHOBKU AUarHo3a U MpOBCACHUA MaJUIMAaTUBHOU
onepanuu no Kacawu ns YIydaI€HUs TOKa KXKCI4Yu. B TMEPCIICKTUBE MOAABIIAIOIICEC YUCIIO ITalu-
CHTOB SABJIICTCA KaHAWAAaTaMU JJI TPpAaHCIUIAaHTAUH IIEYCHHU.

4.9.3. bonesnb Kapoau, niau cuaapom Kaposu (Caroli’s Disease).

Bnepsrie onucana YKakom Kapomm B 1958 romy, siBisieTcst peakuM HacleACTBEHHBIM
3a0oNeBaHNEM, KOTOPOE XapaKTepHU3yeTcs KUCTO3HBIM PAacHIMPEHHEM BHYTPHUIEYEHOUHBIX
JKETYHBIX IPOTOKOB. HacnemyeTcst o ayToCOMHO-peIMCCUBHOMY THITY. YacToTa B MOMYIISALHH
coctasister 1/1000 000

HIndp no MKB-10: Q44.5.

ITatorenes. B ocHoBe 3a0omneBanus nexut myrtanus resa PKHDI1. Mopdonoruuecku
6one3np Kaponu xapakTepusyeTcs He0OOCTPYKTUBHBIMU CETMEHTAPHBIMU JIMIATAUSIMA OHITH-
apHoro TpakTa [36,38, 61]. [1aBHBIMU KIMHUYECKUMH NTPU3HAKaMU OOJIE3HU SIBJISIFOTCS PeLy-
JMBUPYIONIMI XONAHTUT U renaroMeranust. CyIecTBYIOT qBa Tumna 6one3nu Kaponu: npocras
(MCTHHHAS), UM U30JUPOBaHHasK (opMa, e MENIKOOOpas3Ho (B BHIE KUCT) PACIIUPEHBI TOJIb-
KO JKEJTYHBIE MTPOTOKH, ITOCIIE Yero (POPMHUPYIOTCS KAMHH U XOJIaHTHUT; BTOpast, 0oJee CIoKHAs
(dopma, 0ObIMHO M3BeCTHA Kak «cuHIpoM Kapomm» (puc. 72). Ilpu 3TOM, KpoMe pacmmpe-
HUSI BHYTPHUIICYCHOUHBIX JKETYHBIX MPOTOKOB (KOTOPBIE PACIIMPEHBl MUHUMAJIBHO) €CTh elIé
MOpTaibHAsl TUIIEPTECH3US U BPOXKICHHBIN MeueHouHbIH (Hrudpo3. O6e Gpopmbl Goe3HN MOTYT
coderarbesi ¢ MoiauKKcTo3oM mouek [38]. Kuctos3Hsie 3a00s1eBaHus] OMIMAPHOTO TPAKTa OT-
HOCATCS K PEIKHM aHOMAJMSIM Pa3BUTHS U Yalle BCTpedaroTcs B Slnonnu u Aszun. bonbmma-
CTBO clly4aeB omnucansl y aereit miaaie 10 ner. Yactora 60se3nn Kaponu — npubnusnurensHo
1 u3 1 000 000 yenoBek, npuyeM npeodaanaroT ciaydan cuaapoma Kapomau. Oto 3aboneBanue
MMEeT HETPEPHIBHO MPOTPECCUPYIONIHIA XapaKTep, IPUBOIUT K BTOPHYHOMY [IUPPO3Y TICUCHH,
aMHJIOMJI03Y, PaKy MCYCHHU.

Jdunarnoctuka. /Iuarnos 6one3nu Kaponn Bepuduuupyercss B MepByr0 odepens ¢ MHo-
MOIIBI0 HHCTPYMEHTAIBHBIX METOIOB HCCIENOBaHUS (KOMIBIOTEPHOH TOMoOrpaguu M Xo-
nanruorpaduu). B GHOXMMHUYECKOM aHaIHM3e KPOBH OIPENEISIOTCS XapaKTepHbIe MPU3HAKH
XoJIiecTa3a: MOBBIIICHHE YPOBHs OOIIEro W MpsMOro OWIMpyOWHA, TpaHCAMHHA3, HIETOYHOM
(dhocdarassbl.

porno3. CrienupuuecKoro JeYeHUsI He CYHIECTBYET — Ul YMEHBIICHNS YacTOTHI XO-
JIAHTUTOB IPOBOAUTCSA aHTI/I6aKTepI/IaJ'[I)Ha$[ TCpamnus. HepCHeKTI/IBHa TpaHCIUIaHTalWs IIEUYCHU.

Puc. 72. KommstoTepHas ToMorpadusi, BEIIOJTHEHHAs ¢ KOHTpacTupoBaHueM. Mmerorcs
MHOKE€CTBEHHBIE YYaCTKU AWIAaTalluy OMIMApHON CHCTEMBI, OOJIbIIE B IPABOM JI0JIC IIEUEHH,
y pebenka ¢ 6one3unio Kapomm [36]
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KOHTPOJIBHBIE TECTOBBIE 3AJIAHUS:
HHcrpykuus: BeIOEpUTE ONUH IPABUILHBIN OTBET

1. OZ[I/IH N3 HUKCIICPCUNCIICHHBIX IMTPU3HAKOB HE OTHOCUTCA K I'CIIaTUTY:

1. ymmuHseTCS MPOTPOMOMHOBOE BpEMsi, OTCYTCTBYET PEakius Ha BBEICHHE BHTA-
muHa K,

HOBBIIIACTCS YPOBEHb IPSIMOTO OMIINpYyOUHa,

BO3pacTaeT ypoBeHb ACAT U ANIAT,

BO3MOXKHO YBEJIMYCHHUE IIEIOYHOH (hocdarassbl,

O0TMEUaeTCsl pe3KOEe MOBBINICHHUE aIb,OYyMUHA B CHIBOPOTKE KPOBH.
IIpaBunbHEIi OTBET: 5

whk W

2. Ilpu3HakoM ocTpoil HH(PEKINH y JeTel ¢ renaTutoM B sisercs:

Hanmave antu-HBcore-IgM,

Hannure anTu-HBe-anTuren,

npucytctue HBsAg B kpoBy,
antu-HBcore-IgG-anTuTena,

onpeaenearne HBV-/IHK ¢ nomomrsro ITLIP.

A e

TIpaBunbHBIN OTBET: 1

3. B TeueHHe Kakoro BPEMCHHU 10 MOSABJIICHUSA CUMIITOMOB 00JIe3HH B KPOBU MOXKET BbI-

sBisiTbess HBsAg?

4-5 mecs1eB,

7-10 nuei,

2 Henmenu — 2 Mecsna,
3—4 mecsna,

3 "Henmenu — 5 MecsIeB.

nh W=

IIpaBuibHBIH oTBET: 3

4. Ins moarBepskaeHus renaruta C B KIMHUYECKOH MPAKTHKE HAHOOJIEe 4acTO UCIONb-

3yercs:

onpexnenenue antu-HCV-anturen,

T P-muarnoctuka HCV-PHK,

OHUOIICHS TIEYCHH,

BBISIBJICHHE BHETICUCHOUHBIX MposiBlieHNH remaruta C,
BhIIeNieHUe BUpyca renaruta C u3 gpekanuii.

A e

TIpaBunbHbIN OTBET: 1

5.V xaxoii rpymnnsl gereif ¢ renarurom C MoryT orcyrcTBoBarh aHTu-HCVanTturena?

HOCHTENH BHUpyca renaruta C,

pomuBIIECs OT MaTepel, 0OIbHBIX remaTuToM C,
UMCIOIINE KINHUKO-Ia00paTOPHYIO PEMHCCHIO,
HOJTyYaIOLIHe HMMYHOCYIIPECCAHTHI,

whwh =

MOJTy4YalolIMe TePAINI0 THIICPUMMYHHBIMA HIMMYHOTJIOOYTMHAMH.
IIpaBunbHbIi oTBET: 4
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9.

. IIJ'ISI BBICOKOM CTEIEHU aKTHBHOCTHU BHUPYCHBIX T'€IIATUTOB XapaKTCPHO IMOBBIMICHUC

TpaHCaMHHA3, [0 CPABHEHHIO C HOPMOIi, OoJiee uem:
B 1,5 paza,

B 2 pa3sa,

B 5 pas,

B 10 pa3,

B 20 pa3.

noh W=

IIpaBuibHEI oTBET: 4

. HpI/I XPOHHUYCECKOM BHUPYCHOM I'€lIaTUTE C BBIPAXKCHHBIM HUTOJIUTUYCCKUM CHHAPOMOM

OTMEYAIOTCA BCE MPU3HAKU, 3a UCKITFOYCHUCM!

aIb0yMHUHOBO-IJIO0YTMHOBOTO UHJIEKCA < 2,

MOBBIILICHNS aKTHBHOCTH TPpaHCaAMUHA3 OoJiee ueM B 5 pas, 10 CPaBHEHHIO C HOPMOH,
CHIDKEHHS IPOTPOMOUHOBOTO HHAEKca MeHee 50%,

MIEYCHOYHOMU HIIE(DATONATHH,

THITOXOIECTEPUHEMUH.

M

IIpaBunbHEI OTBET: 5

. HJIH OIICHKH XOJICCTAaTUYECKOIo CHUHApPOMA NPHU XPOHUYECKOM I'€IIATUTC H606XO,HI/IMO

ONPEACIICHUEC CICAYIOINX HOKa3aTeHeﬁ, 3a UCKIIFOYECHUEM

Ounupy6uHa u ero ppakiui,
YpOBHS AJAT,
HIPOTPOMOMHOBOTO BPEMEHH,
ieno4Hon Gocdarassl,
Y-TTIOTaMIITPAHCIIEITHIA3bL.

NS

TIpaBunbHEIN OTBET: 3
HOcHTeNel rermaruta B He oTMedaercs:

N

1. BBICOKMIT ypoBeHb aHTH-HBC IgM,

2. HBs-Ag (+),

3. moBbllIeHHE ypoBHS ANAT He Goiiee uem B 1,5 pasa,
4. antu-HBc-IgG (+),

5. TIIP HBV-AHK (-).

IMpaBunbHeI oTBET: 1

10. Kputepusmu 060CTpeHUs XpOHUUECKOro renaruta C He sBIseTcs:

antu-HCV-IgG (+),

BBICOKHH YPOBEHb Y-TMIOTAMIIITPAHCHIETITHAA3EI,
antu-HCV IgG (+),

[P HCV PHK (+),

noBeimeHne AAT B 1,5 u 6oree pas.

Nk W=

IIpaBunbHEIN OTBET: 2

11. K npu3HakaM XpOHHYECKOTO IrernaTuTa ¢ ayTOMMMYHHBIM CHHJIPOMOM HE OTHOCHUTCS:

1. KpOBOTOUMBOCTE,

apTpairuy,

HaJlM4ue aHTUTEN K IIaAKoil MycKynarype,
MOBBIIIEHHE ATIAT,

CHIDKEHHE allbOyMUH-II00YIMHOBOTO KO3 (HUITMEHTA.

AN

IIpaBunbHEI oTBeT: 1
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12. ITpu3HaKOM HEAJIKOTOJILHOM XKUPOBOM OONIE3HU IEUEHHU Y IeTel HE SBNIAETCS:

M

n30BITOYHAS] MACCa Tella WM OKHPEHHE,
HAJIMYKe PE3UCTCHTHOCTH K UHCYJIHHY,
akaHTto3 (acanthosis nigricans),
THOEPTPUNIHALCPUACMUSL,

BBICOKHC TUTPbI AyTOAHTUTEII K ITIAAKOMBIIIICYHBIM KJICTKaM.
IIpaBunbHBIi OTBET: 5

13. 'V nereii c 6one3nbio T'omie B aHaIM3€e KPOBU OTMEUAIOTCSI:

M.

AQHEeMUSs, JICHKOTICHHSI, TPOMOOIUTOTICHUS,

AQHEeMUSs1, TUIIEPIICHKOIIUTO3, TPOMOOIIMTOTICHHS,

aHeMus, MOBBIIICHHE YPOBHS IIa3MAaTHUECKUX KIETOK, TPOMOOLUTOIICHUS,
aHeMUsl, JIEHKOLIMTO3,

aHEeMHs1, TPOMOOLIUTOIICHHSI.
IIpaBunbHbIN OTBET: 1

14. OCHOBHBIMH KITMHUYECKHUMH MIPOSBICHUSIMA T€MOXPOMATO3a SIBIISIFOTCSI:

A e

JKCIITyXa, TUIIOTIIMKEMU S, BbIPAXKCHHAS KOAryJoIaTus,

3a/ICPIKKa IICUXOMOTOPHOT'O Pa3BUTHsA, I€IIaTOMETAJINAA,
FeMOppaFI/I'{eCKHﬁ CHUHAPOM, IernaToMerains,

JKCJITyXa, TUIICPITIMKEMUSA, 3aICPIKKA ICUXOMOTOPHOI'O PA3BUTHUA,

JKENTyXa, TermaTroMerainus, 3a1eprKKa IICHXOMOTOPHOTO Pa3BUTHS.
TIpaBunbHbIN OTBET: 1

15. Y GonbHBIX TEMOXPOMATO30M OTMEUAIOTCS BCE MPU3HAKH, 32 HCKIFOUYCHUEM:

kv =

BBICOKOT'O YPOBHS ()eppUTHHA,

TIOBBIIIIEHUS YPOBHS CHIBOPOTOYHOTO JKee3a,
runepcarypaumy,

Hu3zkoii Fe-cBs3piBatoriell criocOOHOCTH CHIBOPOTKH,

OKCTPAINICYCHOYHOT'O0 TEMOCHICPO3a.
TIpaBunbHEI OTBET: 4

16. YV pereii, cTpagaromux cuHApoMoM [yHTepa, B T€UeHHE IEPBOTO roja >KU3HH He
BCTPEYAIOTCSL:

nkh W

abJIOMHHAJIbHBIE TPBIKH,
yacteie OPBU,
PeUMINBHPYIOLINE OTHUTHL,
PELUIMBHUPYIOIINAE PUHHTBI,

TYTONOABMKHOCTh CYCTaBOB.
IIpaBunbHbI OTBET: 5

17. K mpu3Hakam cuHapoma 3eriBerepa He OTHOCHTCS:

kv =

rernaToMeraius,

BBICOKHH YPOBEHb JKelle3a ¥ MeIU B epr(epruiecKoil KpoBH,
OomnbIuas A7 TeCTalMOHHOTO BO3pacTa Macca Tena,
HapyIlIeHHUe 3peHNUs, [TIayKoMa,

BHYTPHYTpPOOHAst 33JIepKKa Pa3BUTHSL.
TIpaBunbHEI OTBET: 3

18. IIpuunHOii cuHApPOMA ANaXXUs SIBISIETCS:

A

KHCTO3HAas 00JIE3Hb ICYCHU,

THUIIOIIa3Wd BHYTPUIICYCHOYHBIX KCJIYHBIX IIPOTOKOB,
aTpe3usd 06H_[er0 KCITYHOTO ITPOTOKaA,

KHucra O6H.ICI‘O KCITYHOTO ITPOTOKA,

aTpe3usi BHYTPUIIEICHOTHBIX JKETUEBBIBOSIINX Ty TEeH.
IIpaBuibHEI OTBET: 2

19. DkcTpaneyeHOUHbIE JKEIYHbIE MYTH HE BKIIOYAIOT:

A

JKEITYHBIN Iy3bIPB,
ITy3BIPHBIN IIPOTOK,
00IUif XKeIIHBIN IPOTOK,
Bupcynros nporox,

OOIIHIi TIEYCHOYHBIH TPOTOK.
IpaBunbHeIi OTBET: 4

20. K mpu3Hakam aTpe3ud KeTIeBhIBOASIINX ITyTeH HE OTHOCHTCS:

RIS

JKEJITyXa C 3eJICHOBATHIM OTTCHKOM KOXH,
00eCLBEUECHHBIII CTYII,

cBeTIas MOYa,

TeMHasl Mo4a,

MIpOrpeccupyoas rTunoTpodusi.
IIpaBunbHeIl oTBET: 3
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TEATOMETAJIUS U KEJTYXA Y JETEN

W3BecTHO, YTO *KemdyeBblaeIeHIe (OCHOBHAS SKCKPETOPHAs (QYHKIMS IEUCHN) HAYUHACT-
cst ¢ 12-if Heenmy recTaruy ¥ KO BPeMEHH POX/CHHS PeOCHKA JKelTdb COCTABISIET OCHOBHYIO
4acTh MEKOHHMS. Y JEeTeH MepBBIX 2 JIET KM3HU 00pa30BaHUE JKeTYM MEHEee HHTEHCUBHO, YeM
B OoJiee crapleM Bo3pacTe. Y B3pOCIIOro 4eJIOBEKa B TEUEHHE CYTOK 00pa3yeTcs 10 1 J1 xkemuu,
KOTOpasi IPU MOCTYIUICHUH B JKEYHBIN ITy3bIph KOHIEHTPHPYETCS, U B UTOTE OOBEM >KEITIn
YMEHBIIACTCS MATHKPATHO, TI0 CPABHEHUIO C HAYaJIBHEIM 00beMoM. JKerdp JieTeid, mo cpaBHe-
HHIO CO B3POCIBIMH, OTHOCHTEIBHO O€lHa JKETUYHBIMU KUCIOTaMH, XOJIECTEPUHOM, JICIIUTH-
HOM M MHKPOSJIEMEHTAaMH, HO COAEPIKUT OONBIIE MOYCBUHEL.

VYuuteiBas Mopdonornieckue u QyHKIHOHAIBHbIE 0COOCHHOCTH NEYEHHU JeTeH paHHe-
r0 BO3pacTa, CTAHOBHUTCS IIOHATHBIM, HACKOJIBKO YSI3BHUM IPOIIECC KEITUYCBBIICICHHS IPH Pas-
JIMYHBIX 3200JI€BaHUX, COMPOBOKAAIOIINXCS renaromMeranneii. Hapymenne Toka skeran Ha
J000M OTpe3Ke OMIMAPHOTO TPaKTa MOXKET NMPUBECTH K YBEJIWYCHHUIO MEUYCHH U MOSIBICHUIO
JKETTYXH.

Kak mpaBuio, »xentyxa OTMEYaeTcss NMpPU TOBBIIICHUH YPOBHS OwiupyOuHa Oolnee
50 MKMOJIB/T y B3pOCIBIX U AeTel cTapiie 3 MecseB U 6onee 80 MKMOIB/IT Yy HOBOPOXKICH-
HbIX. Hanbonee yacTeIMM NPUYMHAMHU SKEATYXH Y HOBOPOXKAEHHBIX SBIAIOTCA (husmonoru-
Yeckas THNepOMINPYOUHEMHS W reMONUTHYecKas Oole3Hb BcaeacTBue Rh-koH(mukTa mimm
ABO-HecoBmectumoctu (puc. 73).

IIpu HAJTWYNHE CHHAPOMA TeNaToMeraJiy | ’KeJTyXH B IepBYI0 oYepeIb He00X0aM-
MO YTOYHHUTbH BAPHAHT T'HNEPOMIUPYOMHeMHMH: NpsiMasi (KOHbIOTMPOBAHHAS) WJIH He-
npsimas (HEKOHbIOTHPOBAHHA).

Jns npsamoil runepOninpyOMHEMHIN XapaKTePHO MOBBINICHUE YPOBHS KOHBIOTHPOBAH-
Horo (mpsmoro) ounupyouna 6osee 15% ot yposHs oOmero. IIpu HenpsiMoii runepounupy-
OMHEMUH ypOBeHb HEKOHBIOTUPOBAHHOTO (HEMpsMOro) Omnupyouna cocrasisier 6onee 90%
oT ypoBHs obmero [12].

[psmas runepOmIMpyOMHEMHUST BCETIa COIYTCTBYET XOJecTasy M JOJDKHA paccMaTpH-
BaThCs KaK MPU3HAK MATOJIOTNYECKOTO COCTOSHYSA, TPEOYIOMIEro yTOYHEHUS.

W3BecTHO, 9TO y MAaMEHTOB, NEPEOONICBIINX I'€NAaTHTOM, JKEJITyXa MOKET COXPAHAThHCS
B TCUCHUEC NOCTATOYHO HJIUTCIBHOI'O BPEMCHH, YTO IOJYUHJIO Ha3BaHUE CHUHApPOMa Kaneka
[97,98,99,100].

Kimandeckas MaHu(ecTaiys xojecTa3a 00yClIOB/ICHa HAKOIUICHHEM B KPOBH BEILIECTB,
KOTOpBIE B HOPMAITBHBIX YCIOBHUSIX 3KCKPETHPYIOTCS B KETYb: KOHBIOTHPOBAHHOTO (IIPSMOTO)
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OuIpyOHHA, KEITYHBIX KHCIOT U XOJIECTEPHHA, YTO COIPOBOXKAACTCS XapaKTepHOH OKpacKon
KOXHBIX TIOKPOBOB, MOYHU 1 o0eciBedrBaHieM cTyia (Tabiu. 17).

VY nereit ¢ npsiMoi THNEpOMIMPYOUHEMHEH JOIDKHBI OBITh UCKIIIOUEHBI HH(PEKIIMOHHbIE
3a00s1€BaHNs NIEYEHU U JKETYEBBIBOIAIIMX IyTeH, aHOMaJIMU Pa3BUTHUS, 00ObEMHbBIE 00pa3o-
BaHMS U TeHETHYECKU JETCPMUHHUPOBAHHBIC 3a00JIeBaHMs, 00YCIaBINBAIONINE aHOMAIBHBIN
TPAHCIIOPT B JKEIYHBIX KaIMJUIAPax.

VY4uTeiBas, YTO B OCHOBE MPSIMOW THIIEpOMINPYOHMHEMUH JISKUT Pa3BHTHE XOJecTasa,
TIPUYHHBI TTOSIBJICHUS NPSAMON (KOHBIOTHPOBAHHOMH) U HENPSMON (HEKOHBIOTHPOBAHHOMN) T'H-
epOMITUPYOMHEMUH KapAWHAIBHO omnvatoTcs (Tadn. 18,19). OcobeHHo 3TO clienyeTr y4u-
TBIBAaTh y JIeTeil HEOHATaIBHOTO MEPUOA U IEPBBIX MECALEB )KU3HH, IPHHUMAsi BO BHUMaHHE
yIpo3y Pa3BUTHSA SIAEPHOI KENTYXH IIPH BBICOKOM YPOBHE HENPSIMOTO OMIIMpyOrHa.

Tabauua 17
Benymmne kannndeckue aupdepeHnnanbHO-THATHOCTHYECKHE KPUTEPUH NIPAMOii
U HeMmpsAMO¥ runeponInpyouHeMun

Ne Kauanveckui IIpsimast Henpsimast
n/n NMPU3HAK THNepONIuPYOHHEeMUST TUNepoNIuPYOMHEeMUS
OKpacka Kox- XKentymHas ¢ 3e1€HOBATHIM WX
1 XKenrymHas

HOTI'0O IIOKpOBa KOPUYHEBBIM OTTCHKOM

OO6ecuBeueHHBIH (aXOIUYHBIN) HITH

2 Cryn . OOBIYHOM OKpacKu
OKpallIEeHHbIH ()parMEHTUPOBAHHO
3 Moua TemHast («UBET MUBaY) OObIYHON OKpacKu
Tabuauna 18
ITpuuuHbI HeNPAMOIi THNePOUIHPYOUHEMHUH Y HOBOPOIKIEHHbIX
U JleTeii nepBbIX MecsleB KU3HU
(LI Iepnok, Tx.dynu, 1999)
Ne Kannunveckmii Mpamas Henpsimast
n/n NMPHU3HAK runeponINpyoMHeMust runeponINpyoMHeMuUst

1. C moMeHTAa pOXK/IeHHs 10 BTOPOTO HS KU3HU:
* reMoJuTHYecKas 00JIe3Hb HOBOPOXKICHHOTO

2.3-7 IHU KU3HU:
* (¢u3HoNIOrnYecKasi FTHnepOuINpyOnHEMUS;
* KEJITyXa €CTECTBEHHOI'O BCKApMIIUBAHUS.

3. 1-8 HenesM KU3HU:
¢ BPOXKICHHBIC TEMOJIUTHYICCKNEC aHEMUH,
* OKEeJITyXa OT MaTEPUHCKOIO MOJIOKA;
* mpexojsias ceMeitHas runepounupyornnemus (cuaapom Jlirocu—Jlpuckon);
* runepOunupyounemus Kpurnepa—Haiispa;
* TUIOTHPEO3;
* kedanoremaroma.

4 . ITocie 8 HemeH JKM3HH:
*  IeMOJUTHYECKHE aHEMUH;
» cunapoM XKuinnbepa;

* Oone3np MelineHrpaxra.
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Puc. 73. Henpsimas runepOnnupyOnHEMHUs: Y HOBOPOXKJIEHHOTO: a — PU3HOIOTHYECKAS
JKENTyXa, 0 ¥ B — TeMOJIUTHYECKasi 00JIe3Hb HOBOPOXKAEHHOTO 110 ABO-HEecOBMECTUMOCTH
(metckas knuHUUYecKas OonpHUNA UM.3.A . banuiseBoi, Mocksa)

Takum 06pa3oM, IpH BISBIECHUU THNEPOUINPYOHHEMUH Bpad-TeAuaTp AOJDKEH Onpeie-
JUTh XapakTep OunupyouneMu (psmas win Herpsimasi). Heo6xoaumMo oOMHUTS, 4TO IpsiMas
THNepOMIMpPyOUHEMUS BCET/IA SBISETCS CI[yTHHKOM XOJIeCTa3a, KOTOPHIH MOXET OBITh Cle-
CTBHEM TSDKEIIBIX BPOJKICHHBIX 3a00J1eBaHMI1 renaTo0IapHON CHCTEMEL, ¥ TpeOyeT TIIaTeNlb-
HOro obcnenoBanms peberHka. Hike MBI mpHBOANM KIMHNYECKHE IPUMEPHI TO3IHEH THarHO-
CTHKH XOJIECTA3a y JeTEH pPaHHEro BO3pacTa.

Knunuuecknii npumep Ne6. Pebenox A (Manpuuk), 2 Mecsua, noctynun B TymmH-
CKYI0 JeTcKyto ropozackyto 6onbuuily (TAI'B, HeiHe 6onbHuna uM. 3.A. banuisesoii) 15 mapra
2012 roxa.

Manpuik pomMIICS OT TPEeTheil OepeMEHHOCTH, TPETBHX POAOB, ¢ Maccod 3510,0 T
1 JUINHOH Tema — 52 cM; BO BpeMs OEpeMEHHOCTH y MaTepH ObLI BEISBIEH BEICOKHI THTP
antuten knacca [gG k CMV (tounble naHHBIe MaTh pebeHKa He MOMHHT). C pOXKAECHUS Ha-
XOJIMJICSI HA €CTECTBEHHOM BCKapMJIMBaHMM. BpIMMCcaH U3 pOIMIBHOTO I0Ma Ha 5-€ CYTKH
ku3HH. [locne BBIMUCKU U3 POAMIBHOTO JoMa 00CIIeI0BaHUS HA BHYTPHYTPOOHBIE HH(EK-
LMY HE IPOBOJUIIOCK.

Co cioB mMatepu peOeHKa, C MEPBbIX JAHEH KHU3HU OTMEUANIACh JKENTYUIHOCTh KOXKHBIX
IIOKPOBOB, KOTOpast cTaja 0ojee MHTEHCUBHOI K KOHIly IepBoro mecsua. OCMOTpeH nenua-
TPOM, OCTaBJIEH AuarHo3 « KonbrorallmoHHas KenTyxa (SKeITyXa OT MaTePUHCKOTO MOJIOKA)».
Cocai akTMBHO, HO IpuOaBKa Macchl 3a nepsble 2 Mecsna xu3Hu cocrasmia 1000,0 .

Ipu oGcnenoBaHNM MabYHKa MO MecTy kutenscrBa (Pecmybnuka V3bekncraH) B Bo3-
pacte 2 MecCsIIIeB BBISBICHO MOBBIIICHHE YPOBHS 0011iero ounupyouna 1o 188—196 Mxmoins/i,
npsiMoro — 128-153 MKMoIb/JI, Mapkepsl renaruta He oOHapyxeHsl. Tutp anturen k CMV
y pebenka cocraBui: kimacca IgM — 10,4 Me/mn, IgG — 12,6 Me/mn (HopMa He Gonee
6 Me/mu). Bout HanpaBiieH B 00IbHUIYY JUTS yTOYHEHHUS AUArH03a, HO POAUTENN CaMOCTOSTENb-
HO TIpHexaii ¢ peOeHKOM B MOCKBY.

Ipu nocrynnennu B TII'B oOpainana BHUMaHKE XKENTYIIHAS OKpacka KOXKHOTO ITOKPOBA,
UKTEPUYHOCTh CKJIEp, renarociuieHoMeranus (Ie4eHb +4 cM, cene3eHka + 2 M), He10CTaTou-
HO pa3BUTOH MOJKOKHO-)KUPOBOH CIIOH, KaIlIMIle0Opa3Hblid, CBETIIbIN CTYIL.
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Ta6auna 19
IpuyuHbI NpsMoli runeponINpyOHHEMUN

(1. leprox, Tx.dynu, 1999)

1. lenaTuTbi:
« BupycHble (HAV, HBV, HCV, CMV — 00ycnoBIIeHHBIE, a TAK)Xe BEI3BaHHBIE BUPYCAMH
Kokcaku, ECHO, repneca, kpacHyxu, DnireitH-bapp);
*+ OakTepHuajbHBIE,
* BHYTpUYTpOOHBIE (BpPOXKICHHBIE) HEOHATAIbHBIE TeTIATUTEL.

2 . AHOMAJINM Pa3BHTHSA KeJTYeBHIBOASIIMX ITyTeii:
* OmHMapHas aTpe3us;
* THIIOIUIA3US OOILETO KETYHOTO IMPOTOKA;
* THIOIUIA3US] MHTPATOOYISAPHBIX JKEMYHBIX MPOTOKOB WM KAMMUIAPOB (CHHAPOM
Anaxwns);
* KHCTBI XOJIEA0Xyca;
* BPOXKICHHAS HJIATAINS KETICBBIBOISIINX MyTEH;
* MHOXKECTBEHHBIE KHCTHI B BOPOTaX IICUCHH;
* cunapoMm Kaponu (MHOKECTBEHHBIC BPOXKJICHHBIC KUCTBI 110 XOMy OWIIHAPHOTO TPAKTa).

3. /Ipyrue anHoMajauu pa3BUTHA:
* cuHApoM Aagenas (TUMdeneMbl U X0IecTasa);
* IPaBOCTOPOHH:A AHadparMaibHas IpeDKa;
* IWJIOPOCTEHO3;
* IOJIMKUCTO3HAs O0JIE3HB (TTOJUKUCTO3 ITEUCHH, TIOUEK U SUYHUKOB);
* (erambHAs TPOMOOTHYECCKAS BACKYIIOIATUS TUIALICHTHI.

4 . O0bemHbIe 00pa3oBaHus:
* IOBEHWJIbHAsI KCAHTOIPAHYIIEMa;
 abcrecc IeYeny;
* OITyXOJIH TICUEeHH;
* 9XMHOKOKKO3;
* AJIIBBEOKOKKO3.

S. Ilpu4nHbI, CBSI3aHHBIC ¢ HAPYIIEHHEM CPOKOB recTalH, NapaMeTpPoB GU3H4eCcKo-
T0 Pa3BUTHSA:

* HEJIOHOIIEHHOCTB;

* BHYTpUYTPOOHAsi TUNOTPOPUS;

* TPaH3UTOPHBIN HEOHATAJIbHBIN XONeCcTas;

* HEKPOTH3MPYIOLIUH SHTEPOKOIIMT;

* CHHAPOM «KOPOTKOH KHILKHY;

* [UIUTENbHOE NApEHTEPaNIbHOE [TUTaHHE.

6. AyroMMMyHHasi JHTeponaTus .
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7. 3a00/1eBanusl, CBSI3AHHbIE C HAPYLIeHHEM 00MeHa BellecTB:
* nedunmt d-1-aHTUTPUIICHHA,;
* TaJaKTO3eMHS;
* HENepeHOCHMOCTh (PPYKTO3bI;
* MYKOBHUCLHUIO3;
o nedUIUT HUTpUHA (IUTPYIUIMHEMHS);
* Oone3np Humana-ITuka;
* OonesHs lole;
* THpo3uHemus | Trma;
* reMOXpPOMATO03;
 mmkorenos I1I tuna (6one3ns Cori-Forbes);
e mukoreHo3 1V tuma;
* cuHIpoM XaHTepa,
* cuHJpoM 3eIlIBerepa;
* Oone3Hp Bunscona-KonoBanosa;
* HEaJKOTOJILHBIM CTeaTOrenarur;
* HEOHATaJIbHBIH J1adeT;
* MHUTOXOH/IpHAbHAS HEAOCTATOYHOCTb.

8. IIporpeccupyronuii ceMeliHblii BHyTpHIIeYeHOYHBIH X0/1ecTa3.
9. Uudexnns MOYeBbIX MyTeil Y HOBOPOK/ICHHBIX.

10. Cunapom Dubin-Johnson, Potopa.

11. Cencuc, cenTuueMus.

12. TemodarounTapHblii CHHAPOM.

13. llepBuuHOe UMMYHOAeULINTHOE COCTOSTHHE.

PesyabTarsl o0cienoBanus:

YIBTpa3ByKOBOE HCCIIEIOBAaHNE OPTaHOB OPIOIIHOM MOJIIOCTH: UMEETCs TenaToCIuICHOMe-
rajus, XKeIT4HbIH my3sIph — 34 X 4 MM, nieperud B o06nacty aHa. ITy3eIpHBIi MPOTOK — 1,5 MM.

OOmuil ananu3 KpoBu: remoriooun — 115 r/n, spurp. — 4,0x1012/n, TpomMOGoIUTHL —
283, neiik. — 7,8, cerm. — 42%, nmumd. — 48%, moH. — 10%.

Bruoxumuyeckuii aHanu3 KpoBH: menouHas gocdaraza 2920 en/n (1=53-727), AnAr —
228,5 en/n (m=no 40), AcAT-332,4 en/n (u=n0 40), o0muii GuMpyoun — 185,3 mxmoas/i,
npsimoii — 114,1 Mxmoab/i1 (ypoBeHb IpssMOro OuwnupyOuna coctasisgeT 61,6% or ypos-
Hsl OOILEro, YTO XapaKTEPHO IS XOJecTasa), XolecTepuH — 8,2 MMmouis/ (H=He Goiee 4,9),
I'TTII - 162,3 ex/n (u=7-32), JIA — 606,5 en/nm (a=He Oonee 480).

Koarymorpamma: CHWXeH ypoBeHb poTpoMOuHa 10 39,7% (8=70-130), anTHTpOMONHA
111 (mo 53,7 npu Hopme 75—140), nporenna C (no 22,8% npu Hopme 70—-140), nnasmMuHoreHa
(o 49,7% npu HopMme 75-150), pubpunonus donee 12 munyT (H=4-10).

OO01Mii aHAJTU3 MOYH: BBISIBIICH YPOOWIMHOTEH.

Cepornorunueckoe uccienoBanue: oOHapyxeHsl antutena k CMV kiacca IgG (66 Me/n —
y Marepu, 25 Me/n — y pebeHka, mpu HopMe He Oonee 6 Me/n).

JlanHble aHaMHE3a M Pe3yibTaThl 00CIeIOBaHUS MTO3BOIIIN OCTABUTh MIPEIBAPUTEIIb-
HBIM nuarnos: «BHyTpuyTpoOHas nHdekIys, HeoHaTanbHbIM renatut? BHeneueHouHas arpe-
3Us JKeUEBBIBOAAINUX MyTeii? CHHAPOM XoJecTaszay.
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Jna naneHeiimero oOciiesoBaHUs U JiedeHHst Ha 3-i JIEHb MOCTYIUIEHUS peOCHOK ObLI
nepeBezieH B PecryOiHkaHCKyO AETCKYIO OONBHUIYY MOCKBBIL.
JlaHHBIA KIMHUYECKUH MpUMep BBIABISET P OMMOOK B BEIEHUH peOSHKA MO MECTY
JKUTEJbCTBA:
* He ObUT 00CHeI0BaH Mocie POXKACHH sl HCKITIOUEHHUS BHYTPUYTPOOHOM MH(pEKINH
(BO BpeMsi OEpEMEHHOCTH Y MaTepH BBISIBIICH BHICOKUH TUTP aHTUTEN K CMV);
e He Obu1 00CNIeOBaH IO MECTY JKUTEJNBCTBA B CBSA3U C JUIUTENBHOH JKENTYXOH, 4TO
SIBUJIOCH MPUYUHON HENpPaBUIILHON MOCTAHOBKY JuarHo3a («KoHbroranmoHHas xei-
Tyxa») peOeHKy ¢ IpsSMOi THnepOuIpyOHHEMUEH;
* HE MpoBeIeHa CBOEBPEMEHHAs OLEHKA HEJIO0CTATOYHON NMPHOABKM MAacChl Tena y pe-
OeHKa ¢ XOPOIIUM COCaTeNIbHBIM PeIICKCOM U IOMHOLEHHOM akTanuel y Marepu.

Kaunnveckuii npumep Ne7. Pe6énok C., neBouka, pomunacsk 12.10.2013 roma ot 5-it
OepeMeHHOCTH, 4eTBEPTHIX CpPouHbIX poaoB (PecnyOnmka Skytus). Macca npu poxaeHUN
3790,0 1, muHA — 52 M.

C pOXIeHUs OTMeJanach KeNTyXa, KOTopas Oblia paclieHeHa Kak (H3HOJIOTHYECKasl.
Brina Beimucana u3 poggoma Ha 5 CyTKH KU3HU.

B Bo3pacte 12 cyTok xu3HM nocTynaet B AeTckoe otaenenue LIPb no mecty xurenscTBa
B CBSI3U C KPOBOTE€UEHUEM U3 Iyno4yHoi paHkH. [Ipu obcnenosanuu B LIPB BhLsiBiIeHa Tunep-
OounpyouHemust: oo1uit onupyous ot 24.10.13 — 157,7 mxmons/n, npsmoit — 50,2 MKMOJIB/JT
(uto cocrasnser 31,8% ot ypoBHs obuiero, npu HopMme He Gonee 10%).

Takum 06pa3om, UMeNa MECTO IIpsMas THIepOMIHPYOUHEMHS, YTO TPEOOBATIO UCKIIIOUE-
HUS XOJIecTa3a M YTOUHEHUS IPUYUHBI ero pa3BUTHSA. OHAKO PeOCHOK BBHIITMCHIBACTCS IOMON
C IMarHO30M «TreMopparndeckasi 00JIe3Hb HOBOPOXKIECHHBIXY.

Co cnoB MaMbl peOeHKa, C POXKIEHUS y AEBOUKU CPHITHMBAaHMSA, PBOTA, «Cepash» OKpacka
cTyna. B Bo3pacte 2 Mecsales NoBTOpHO nocrynaet B LIPB, rie Obu1 ocTaBiIeH JUAarHO3 «3HTe-
pokonuty. [Topok pazButus OnnnapHOTo TpakTa (OnnnapHas arpesus)? BeinmuceiBaeTcst JOMOM
C PEKOMEHAALUSAMH TIPOAOJIKHUTE 00cienoBanue B PecnyOiukanckoil 6onbHuie PecryOnuku
Sxytus. OgHako Ui JaibHeWIero oocinenoBanus nocrynaer tonbko 25.01.14, B Bo3pacte
3,5 mecsueB, B uHdekonHoe oraenenue AT Kb Ne2 SxyTcka ¢ npeanonaraéMbpIM JHarHO30M
«remnatuty. Bo Bpems oocnenoanus ¢ 25.01.14 mo 04.02.14 npu nposenernn Y3 BoisBICHA
runoruiasus xemrgroro my3sips. C 04.02.14 mo 06.02.14 geBouka HaXOAUTCS B XUPYPTUIECKOM
OT/IEJICHUU C JUAarHO30M «OMIMapHas aTpe3us, SKCTpareyeHOUHbIH BapuaHTy». B cBa3u ¢ Gec-
MEepPCTIEKTUBHOCTHIO KOHCEPBATUBHO Teparuy MPUHSITO PEIICHHE O TPAHCIUIAHTAINH TTCUYSHN
OT OJMIKAMIIETo POJICTBEHHHUKA (MaTepH).

PeGeHOK BpEeMEHHO BBIMUCHIBACTCS AOMOW Ui aMmOyJ1aTOpHOTO HaOIIOAEHMS, 3aTeM
¢ 18.03.14 mo 21.03.14 HaxonuTcst Ha aMOyJIaTOPHOM 0OCJIEOBaHUU B OTAEIECHHU a0I0MU-
HaiupHOU xupypruu u TpaHciutantauu OI'BY mm. Axagemmka B.M.1lymakoBa (Mocksa).
21 maprta npu odepeHOM ocMOoTpe BbIsABIsitOTCS npusHaku OPBU, u B 3TOT e JneHb pede-
Hok noctynaet B T/IKb s nedenus. Haxonunace B mH(pekunonHom otaeneHuu Ne3, rne,
B COOTBETCTBUH C KIMHHUKON OOJIE3HH M JaHHBIMH PEHTTEHOTpaHu OPraHOB IPYIHONH KIIET-
KH, OBIT IOCTaBNIeH Tuarao3: «OcTpast IpaBOCTOPOHHSS MONMCETMEHTapHas ITHEBMOHUS (TsI-
’&Kenasi, BHEOOIBHUYHAS), OCJIOXHEHHAs! NIPAaBOCTOPOHHUM CyOCEIrMEHTapHBIM aTeleKTa30M,
OpOHX000CTPYKTHUBHBIM CHHAPOMOM. AHOMAJIHSI Pa3BUTHSI )KEITYEBBIBOAIINX ITyTel (Onnnap-
Has arpe3nsi). CHHAPOM XojecTasa, remaronutoinsa. [lopranpHas TUIIepTeH3US.

B cBs31 ¢ OTCYTCTBHEM MOJIOKUTENHHON AUHAMUKY B TEUEHHH THEBMOHHH, MOSBICHU-
em acuuTta, 25.03.14 neBouka Obula IepeBe/ieHa B OTJENICHHE PeaHUMAallMd ¥ MHTEHCUBHON
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tepanuu. B OPUT, HecMOTps Ha NPOBOIUMBIE MEPOIPUSITHUS, COCTOSHUE PeOEHKA HMEIOo

OTpULIATEIbHYIO JUHAMHUKY: HapacTald MPU3HAKU XPOHUYECKON N€YEHOYHOW HEAO0CTaTOYHO-
CTH, KOTOpasi IpHBelia K HeOIaronpusiTHOMY HCXOY.

AHanu3 uctopun 00JIE3HH BBUIBISCT IPyObIe OMIMOKH, COBEPIICHHBIC [I0 MECTY JKHTEIIb-
cTBa peOCeHKa:

¢ IpU NOCTYIJICHWHU B CTallMOHAP B BO3PACTE 11 CYTOK HE ObLIa JlaHa rpaMOTHas OLICHKa

HoKa3aTesiM OMIupyOrHa (MMella MeCTo IpsiMasi THIIepOMINPYOHHEMS, 9TO YKa3bl-
BaJIO Ha X0JIeCTa3); peOeHKy ObLI IOCTaBICH JUArHO3 «reMopparuueckast 601e3Hb HO-
BOPOXICHHBIX», Ul KOTOPOH XapaKkTepHa HenpsiMasi TUIepOIHPYOHHEMYS;
* HE YYHUTHIBAIHNCH XaJOObl MaTrepu Ha HENOCTATOYHYIO NMPHOABKY MAcChl, «CEpYIO»
OKpAacKy CTyJla y JeBOUKH, HAXOJMBIIEIICS TOJIBKO Ha €CTECTBEHHOM BCKapMIIMBAaHUH;
* Obu1a POBE/IEHA MO3HSS roCIUTAIN3aLMs (B Bo3pacTe 3,5 MecsLeB) B KIMHHIECKYIO
OONBHUILY 7151 00CIIC0BAHHS.

Y™

Puc. 74. Xonecras. IIpsimas runepounupyounemust. JKentyxa ¢ 3e71€HOBaTbIM OTTEHKOM

y peOeHKa ¢ 3KCTpane4eHOuHON OMIIHapHoi aTpesuei
(6onpuuna uMm. 3.A. banuisesoii, Mocksa)

Taknm 00pa3zom, aHAIM3NPYS IPUIMHBI TTOSBICHUS JKENTYXH y JETeH ¢ renaroMeraimei,
HEOOXOIMMO OLCHUTh BAPHAHT TUNEpOMIUpPyOuHEMHUH (TIpsMasi UM HEMmpsMas) ¥ B TIEPBYIO
ouepens HCKITIOYHUTH Xonectas (puc. 74).

KOHTPOJIBHBIE TECTOBBIE 3AJIAHUS:

HucTpyknns: BEIOSpUTE OOUH HPABUIIBHBIN OTBET.

1. ns HempsMoil TUIepOMIHPyOHHEMHN XapaKTepHO IIOBEIIICHUE YPOBHS HEIPSIMOTO
O6unupyOuHa:

1.

A

6ostee 90% ot ypoBHs ol1iero,
6oee 80% ot ypoBHs ob1iero,
6onee 70% ot ypoBHs obuiero,
6onee 50% ot ypoBHs o0uiero,
YPOBEHb HEMPSAMOro OnnupyOonHa He JOIDKEH ObITh HIbKe 99% 0T ypoBHS 0011ero.

IIpaBunbHbIl oTBET: 1
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2. JIns npsAMoit TUIepOrIMPYOHHEMHUN XapaKTePHO MOBBIIICHHE YPOBHS MPSIMOTO OWITH-
pyOuHa:

Nk W=

6onee 50% ot ypoBHs o01iero,
6onee 30% OT ypoBHsI 001IIETO,
6onee 15% oT ypoBHsI 00111eTO,
6onee 10% ot ypoBHs oO1ero,

YpPOBEHb NPSMOTO OMIIMpyOrHa He TOJbKeH ObITh HIke 90% 0T ypoBHS 001Iero.

3. IIpsimast runepOUIUpPYOUHEMUS] ABIIACTCS CIEACTBUEM:

AEEal

HapyLICHHUs KOHBIOTAllMK OWIHpyOrHA B TenaTrouuTax,
TUI0aTL0yMUHEMUH,

BBICOKOH aKTHBHOCTH (DepMEHTa Y-TIMIOTaMUIITPAaHCIETITHIA3bI,
AKTHBAIUHM KUIIEYHO-TICYCHOUHON PELUPKYISAIUK OHITHpyOrHa,
XoJecTasa.

4. IlpyunHoi npsiMoii runepOUIupyOHHEMUU MOXKET ObITh!

MRS

ke(aoremaroma,

JKEITyXa OT MaTEPUHCKOTO MOJIOKa,
cunaapom Kpurnepa—Haiisipa,
CHUHPOM AJaXKuJs,

cunzapom Jlrocun—/Ipuckona.

IpaBunbHELT OTBET: 3

IIpaBunbHEI OTBET: 5

IpaBunbHEIf OTBET: 4.

5. ITpuunHO psMOH runepOouIupyOHHEMUN He SBISETCS:

M.

MapeHTepasbHOe MHTAHNUE,
cunzpom Poropa,

TPaH3UTOPHBIA HEOHATANBHBIA XOIeCTa3,
6ome3nr Humana—ITuka,

cunpoM JKuisoepa.

IIpaBunbHBIl OTBET: 5

6. IlpuunHOM NPSIMOM TUNEpONITHPYOUHEMUN Y HOBOPOXKICHHBIX MOXKET OBITh:

M.

MH(EKIHsI MOYEBOI CHCTEMBI,
ke(aoremaroma,

JKEJITyXa OT MaTEPUHCKOTO MOJIOKa,
cunzpom Jlrocu—/Ipuckona,
ABO-HEcoBMECTUMOCTb.

7. llpranHoii Xomecrasa He SIBISIETCS:

Nk W=

LUTPYJUTHHEMUS,
CHHZIpOM 3eIBerepa,
reMo(arouTapHbIil CHHAPOM,
6one3Hbp Meilnenrpaxra,
CHHIPOM KOPOTKOM KHIIIKH.

TpaBunbHBIl OTBET: 1

TIpaBunbHEI OTBET: 4
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8. Knaccuueckumu MPpU3HAKaAMH XOJI€CTa3a SABJIAOTCA:

L.

wnohw

KeNTyxa, HparMeHTHPOBaHHAs OKpacKa CTyJa, CBETIas MoYa,
JKENTyXa C 3€JICHOBATHIM OTTEHKOM, aXOJIMYHBIN CTYJI, TEMHas MOua,
JKENTyXa, CTYJ C IPUMECHIO 3eJICHH, IPO3payHas Moya,

JKeNTyXa, UKTEPUYHOCTh CKJIEp, IpO3payHas Moya,

KeNTyXa, PparMeHTHPOBAaHHAsI OKpACKa CTyJa, TEMHAsI MOYa.
IIpaBuibHBIM OTBET: 2
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OCTPASA U XPOHUYECKASA IEYEHOYHAS
HEJOCTATOYHOCTL V AIETEHN
C I'EITATOMETAJIMEU

3aboseBaHus MIEYCHHU Y JIETEH BCTPEUArOTCs CYLIECTBEHHO pexe, YeM y B3pocibix. [lpe-
AKJIe YeM IIOCTaBUTh IIPaBUIIBHBIN AUATHO3, HEPEIKO BO3HUKAET HEOOXOIUMOCTh B IPOBEACHNH
0O0TBIIOro KOIMIECTBA UCCIEIOBAHNI, KOTOPHIE TIO3BOIISIOT BEISIBUTE OOJIC3Hb HA PAaHHHX CTa-
JWAX, 9TO JaeT BO3MOXKHOCTh MPEAYNPEAUTh Pa3BUTHE OCTPOH M XPOHHUECKOH MEUCHOTHOI
HEJ0CTaTOYHOCTH WM 3aMEIJIUTh €€ TEUECHUE.

Bpau-neauarp 10KEH 3HAaTh BO3MOXHBIE IPUUUHBI OCTPOM U XPOHUUECKOH 1eUeHOYHOM
HEJI0CTaTOUHOCTH U YMETh MIPOrHO3UPOBATh BEPOSITHOCTh UX pa3Butus [8,16,89].

6.1. OcTpasi neyeHOYHAST HEOCTATOYHOCTD.

OCTpaH IIEYCHOYHAasAs HEOAOCTAaTOYHOCTh MOXKCET 6])ITI:. CJICACTBUEM CaMbIX pPa3JIMYHBIX
COCTOSIHMI: BUPYCHOTI'O I'eNaTHUTa, JIEKApCTBEHHOIO TeNaTUTa BCIIEACTBUE IIEPEIO3UPOBKHU XKa-
POTOHIDKAIOMINX CPEACTB (HapuMep, HapaueTamMmona), ayTOMMMYHHBIX WM BPOKJICHHBIX Me-
tabonuueckux 3aboneBanuii (Ta61.20). KnuHUYeCKMMHU MPOSBICHUSIMHA OCTPOI MEUeHOUHON
HEOCTAaTOYHOCTH Y JIeTeH SBISIOTCS JKENTyXa, KOaryJonaTHs U MeYeHOTHas YHIePaonaTHs.

Koarymonarust siBIsieTcst MOCTOSHHBIM ITPU3HAKOM, TOTIA KaK JKeNTyXa M dHIe(PaaonaTHs
MOTYT UMETh Pa3INYHYI0 CTENIEHb BBIPAXXECHHOCTH.

OHiedanonarus y HOBOPOXKJICHHBIX U JETEH MEepPBOro rofa XU3HU MOXKET MPOSBIISATh-
Csl PBOTOM, HapyLIEHUSIMH CHA, B CTaplIeM BO3PacTe OTMEUAETCsl Pa3BUTHE arpeCCUBHOCTH.
PaHHss uarHoOCTHKA OCTPOW EYCHOYHOM HEOCTaTOYHOCTH HEOOX0AUMa [T IPEAYIPExK/Ie-
HUS TaKUX BTOPUYHBIX OCJIOKHEHHUH, KaK OTEK MO3ra, elyJOYHO-KUIIEYHble KPOBOTCUCHHUS
Y TIOYeYHAas HeTOCTaTOUHOCTh. [IpH olieHKe cocTossHUs peO&HKa TpeOyeTcs onpenenuTh 1ado-
paTopHBIE KPUTEPUH OCTPOH MEICHOUHOW HEJJOCTATOYHOCTH U MIPOTHOCTHYECKH HeOIaronpu-
SITHBIE TIpu3HaKky (Tabm. 21,22).

Jlo HacTosIero BpeMeHH JIETaJIbHOCTh IIPU OCTPOM IEUEHOUYHON HETOCTATOYHOCTH, KO-
TOPYIO MHOT/IA HAa3bIBAIOT MOJIHUEHOCHBIM T'€aTUTOM MJIHM ITEYEHOYHBIM HEKPO30M C 3HLE(a-
nonaruei, rocruraet 70%.

Ha ucxon ocTpoil meueHOYHOM HeI0CTaTOYHOCTH BIMSIOT BO3PAcT peOeHKa, PE3UCTEHT-
HOCTb OpraHnu3Ma 1 BbIPaXK€CHHOCTb MOp(l)OHOFPI‘IGCKI/IX M3MEHEHUH NIEYEHH.

6.2. Xponunueckasi ne4eHO4YHasi HEAOCTATOYHOCTDh. Lluppo3 mevenu.

B ocHOBe pa3BuTHS XpOHUYECKON NIEUEHOYHON HEJOCTATOUHOCTH Y JeTeH B TOAABIISIO-
meM OOJIBIIMHCTBE CITy4yaeB JIeXKaT MPUIHMHBI, CBSI3aHHBIE C AHOMAJIHMSIMH Pa3BUTHS OMIIHAP-
HOTO TPaKTa, BPOXKJICHHBIMH HAPYIICHUSMH MeTabon3Ma, renaturaMu (tadi. 23). XpoHu-
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Ta6auna 20
IIpuyuHBI OCTPOIi NEYEHOYHOIi HETOCTATOYHOCTH B 3aBHCHMOCTH OT BO3pacTa

(D . Kelly, 2002)

HoBopo:k/IeHHbIe U 1eTH NEPBBIX 6 MecsIeB JKU3HM:
* UH(MEKIMOHHBIC IIOPAXKEHHUS [ICUCHHU: CCIICHC, TeNaTUT B, Manspusi, reHepaln30BaHHAs
BUpYyCHast HH(EKIHs1, BBI3BAHHAS aJICHOBUPYCaMH, SKXoBHpycamu, Kokcaku B;
¢ MeTabONMYEeCKHEe HApPYIICHWS: HEOHATANbHBIH IeMOXpoMaro3, THpo3uHeMus I Tura,
MHTOXOHIPHAIIHBIC HAPYUICHHUS, Ae(EKThl OKUCICHHS KUPHBIX KHUCIIOT;
* MEIMKaMEHTO3HbBIE CPECTBa (MapaneTaMon);
* reMo(arorUTapHbIA CHHAPOM.

JeTu crapuie 6 MecsilieB sKU3HH:
* BHUPYCHBIE I'eNaTHUTHI;
* ayTOMMMYHHBIE T€TIaTUTHI;
* MEAMKaMEHTO3HBIEC CPEICTBA (MapaleTaMoll, BaJIbIPOAaThl, KapOaMa3enH, U30HUA3UI);
* 3a00JeBaHus, CBI3aHHbIE C HAPYIIEHHEM MEeTa00In3Ma;
* MasIpusl.

Tabauna 21
Kputepuu 1aGopaTopHoii THATHOCTHKHU OCTPOIi MeYeHOYHOI HEJOCTATOYHOCTH

(D . Kelly, 2002)

* npsMas (KOHBIOTHPOBaHHAs) TUIIEPOMINPYyOHHEMUST;
* IOBBIIIEHHUE YPOBHS aMUHOTpaHchepas (Hepenko nocturaer 10000 ex/n u Gonee);
* npoTpoMOuHOBOE Bpemst — Gosee 40 cexyH.

Ta6auna 22
IMporHocTnyeckn HeGIATONPUSITHBIE IPU3HAKH Y JeTel
€ OCTPOIi NeYeHOUHOIi HEeJOCTATOYHOCTHIO

(D . Kelly, 2002)

* YUIMHEHHE POTPOMOMHOBOTO BpeMeHH — Oosiee 60 ceKyH/T;
* CHIDKEHHE YPOBHS aMHHOTpaHCchepas;

* IOBBIIIEHHUE YPOBHA Omupy6uHa 6onee 300 MKMOIB/I;

* yMEHBIIEHHE Pa3MepoB IICUCHH;

 cHmwkenue pH kposu — menee 7,3;

* TUMNONINKEMUS;

* pa3BHUTHE KOMBI.

Yeckas [EYeHOYHAsT HEJOCTaTOYHOCTh SBIACTCS PEe3yIbTaTOM IIPOTPECCHPYIOIIET0 TeUCHUS
3a0oneBanuii neyenu [13].

EcrecTBEeHHBIM HCXOIOM BCeX (OPM MPOTPECCHPYIONIHX XPOHHIECKUX 3a00JIeBaHMH TTe-
YEeHHU SIBIIIETCS Pa3BUTHE LUPPO3a ¥ OPTATBHON THITEPTEH3UH, KOTOPBIE MOTYT OBITh KOMITEH-
CHPOBaHHBIMH M JICKOMIIEHCHPOBaHHBIMHU. [IpHM3HaKaMM JEKOMIIEHCAIUH SIBISTIOTCS TIOTEPS
CHHTETHUECKOW (PYHKIIMM NEYEHHM W Pa3BUTHE OCIOKHEHUH, TAaKMX KaK MaJbHYTPHUTHBHBIH
CHHIPOM, KPOBOTEYEHHNE U3 BEH IMMHUILIEBOA, aCIUT, dHIe]anonarns, renaTopeHanbHas Helo-
cTato4HOCTh (Tabm. 23,25). [lpu onpeneneHrH BEPOITHOCTH UPPO3a U XPOHUYECKOH Teye-
HOYHOH HEIOCTaTOYHOCTH HEOOXOIMMO OPUEHTHPOBATHCS HA YETKHE TUArHOCTHUECKHE KPH-
TepUH AaHHBIX COCTOSHUI (Tabm. 26).
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Taoauua 23
Benyuime npuuuHbI XpOHHYECKOI TeYeHOUHOI HEJOCTATOUHOCTH Y JeTeil
(D . Kelly, 2002)

OmmapHas aTpesus,

HINONIATUYECKUN HEOHATaNbHbIIN renaruT;
CHHIPOM AJIXKHUIIS,

CEeMEHHBI BHYTPUTICUSHOYHBIN XOJIeCcTas;
JneHUIUT - 1-aHTUTPUTICHHA;

tupo3uHemust I Tumna,;

Oone3np Bunbcona;

KHUCTO3HBIN (HHOPO3;

TJIMKOTEHO3BI;

ayTOMMMYHHBIH I'€lIaTHT;

BUPYCHBIE TeTIaTHUTHI;

(hubpomnonukucTo3Has 0oe3Hb redeHu (Hepenko ¢ cunapomom Kapoin);
MePBHYHOE UMMYHOAC(DUIINTHOE COCTOSIHUE;
HEaJIKOTOJIbHBIN CTEaTOrenaTHT.

Tadonuua 24
OcJ10:kHeHns1 IUPPoO3a y AeTeit
(D . Kelly, 2002)

MaJIbHyTPUTHBHBIN CHHJPOM U 3aJIep>KKa POCTa;

KOaryJonarus;

HOpTaIbHAas THIIEPTEH3MSA: THIIEPCIICHN3M, BApHKO3HOE PACIINPEHHE BEH MTHIIEBOA H
JKeTyaKa, KpOBOTEUEHHs U3 BAPUKO3HO PACIINPEHHBIX BEH, aCIUT, SHIE(haonaTus;
renaronyIbMOHAIbHBIN CUHAPOM;

TeHaTOpEeHaIbHBIA CHHIPOM;

qacTble OaKkTepHuabHble HH(EKIUU, IEPUTOHUT;

renarolesIoIapHas KapLuHOMa.

Taoauua 25
KianHuyeckue nposiBjieHUs IEKOMIIEHCHPOBAHHOI'O IIUPPO3a Yy AeTeit

TENICAHT UIKTA3UH;
THIIOTOHHS,

MaJIbHYTPUTHBHBIA CHHIPOM;
renaToCIICHOMETAITHS,

ACIIHT;

KenTyxa (MOXKET OTCYTCTBOBATH ).
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Taoauua 26
JlnarHocTuyeckue KpUTEPHH Pa3BUTHS IHPPO3a
U XPOHUYECKOW MeYeHOYHOH HeI0CTATOUHOCTH

* TENaTOCIUICHOMETAINS U PACHIMPEHUE COCYA0B NeUeHH 1o JaHHbM Y3U;

* BAapHKO3HOE PACIIMPEHHUE BEH IMUILEBOAA M KEJy[IKa MO JaHHBIM JHJIOCKOIMUYECKOTO
WCCIICIOBAHMS,

* IOBBILIEHHE YPOBHS aMHHOTpaHcdepas (B cpeqHeM B 3 pasa IO CPaBHEHHIO C HOP-
MaJIbHBIMU TTOKa3aTesiMu);

* MOBBIIICHHE YPOBHSI MIETOUHOM (ocdarassl U y-miroTaMuiITpancdepassl (B 2 u Oonee
pas, 0 CPaBHEHUIO C HOPMOH);

* HH3KOE COZIepIKaHKHE ChIBOPOTOYHOTO anbOyMuHa (Mmenee 30 1/1);

* CHIDKEHHE YPOBHS CHIBOPOTOYHOTO Kalblus H pocopa;

* aHeMUs;

* MpoTpOMOHHOBOE BpeMsi — Oosnee 20 cekyHI;

* MEIJICHHbIE HeperyJsipHble HU3KOYAaCTOTHbIE BOJIHBI Ha 3JIEKTpOIHIIe(aIorpaMmax.

Takum 06pa3oM, npu HeOIArONPUATHOM TEUEHHM 3a00JICBaHMH MEYEHU HEOOXOIUMO
BBISIBUTH KPUTEPHUH, YKa3bIBAIOUIHE HA PA3BUTHE OCTPON M XPOHUYECKOW MEYCHOYHOH Heno-
CTaTOYHOCTH, IMPPO3a MEYCHH.

PanHss nuarHocTHMKa W CBOEBpPEMEHHAs Tepanus IO03BOJSIOT 3aMEMJINTh Pa3BUTHE
OCJIOKHEHHH, XapaKTepHBIX JUIS IPOTHOCTHYESCKH HEOIAarONMpUsATHBIX 3a00JIeBaHHUH TTEUSHN.

K coxanenuro, I HEKOTOPBIX PEIKUX BPOXKICHHBIX 3a00NieBaHUN HEeONarompHsTHBIH
HCXOJ IIPENONpeAEIEH B T€UEHHE MEPBOro roaa xu3Hu. [IpuBonum ciy4ail BpoXkKIEHHOTO 3a-
OoneBaHMs, CONPOBOXKIABIIETOCS MMEYCHOYHON U TOJMOPTaHHOW HEJOCTaTOYHOCTBIO — CHH-
npom aeruteruu MmutoxoHapuansHou JIHK, KoTOpHIif ¢ mepBhIX MecsIeB KU3HH MPOSBIISETCS
JIBYMSI BEIyIIUMH TPHU3HAKAMU: TelaTOMerajinel u mporpeccupytoieii ¢paraabHOM ne4éHOY-
HOW HEJOCTaTOYHOCTHIO, MUOIIATUEH € FreHepaIn30BaHHOM TUIIOTOHUEH.

Kaunuueckuii npumep Ne8. Briniicka u3 ucropuu 6one3nu pedenka ., nepodxa.

Popunach oT 5-# OepeMEHHOCTH, BTOPLIX CPOUHBIX ponoB 14 urons 2012 roxa. Ouenka
no mkane Anrap 8/9 6amios, Macca npu poxzaeHuu 3520,0 1, qiuHa — 52 cM. B poanome
IpOBeJIeHa BaKI[MHALW bcg 1 MpoTHB renarura B. Beimucana 1oMoit B yI0BIETBOPHTEIBHOM
COCTOSIHUU.

AKymepckuii aHaMHe3 MaTepH OTATOIICH: B IEPBOM TPHMECTPE JaHHOH OepeMEHHOCTH
(cpoxk recranuu 3-4 venenu) nepenecina OPBU, B TpeTbeM TpuMecTpe B aHAIH3aX MOYH ObUIH
BBISIBJICHBI JISHKOLUTYPUSI M OaKTEpHypHs, B CBS3H C YeM MONydyala aHTHOAKTEpHAIbHYIO
Tepanuio B TeueHne 10 nHei.

C poxneHust peOEHOK HAXOIWIICS Ha CMEIIAHHOM BCKapMIIMBAaHHU M3-32 THIIOTAJTaKTHH
y MaTepy. ANNETHT AEBOYKH OBLT CHIKEH, COCANIa HEJOCTATOYHO aKTHBHO, ¥ K KOHITY IIEPBOTO
MecsIa )Ku3Hu nprubdaBka Macchl coctaBmia Toibko 400 . B Bo3pacTe onHoro mecsina, nepen
o4yepeaHOH BaKIMHALWEH MPOTHB remaruta B, B oOmiem aHann3e KpOBH BBUIBICHA aHEMHUS
JICTKOW CTETICHH, B 0OILEM aHAIN3€ MOYH — JICHKOUUTYpus A0 15 n/3p. B moBropHOM aHanmze
MOUH COXPaHAIACh JICHKOLUTYpHS, HEGPOIOroM 110 MECTY JKUTENbCTBA ObLT Ha3HaueH dypa-
ruH 50 mr/cytku B 3 npuéma. I1o noBoay aHeMuu Mpemnapartsl xene3a He Moaydana.

B TedeHne BTOporo Mecsia JKU3HHU alIeTHT 0CTaBaJICs CHIKEHHBIM, 33 OIHO KOPMJIEHUE
cbenaina He 6onee 50-60 mi (cyTouHblld 00beM nuTanus — He 6onee 400 M), crana GecroKoi-
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HOM, nepecrana npubasiiaTh B Macce. OCMOTpeHa BpauOM-IIEAUaTPOM B BO3pAcTe 2 MECALEB.
Bbu1o oOpaiieHo BHUMaHKE, YTO C pOXK/ICHHs 001as npudaBka Macchl cocraBuia 480,0 1, ume-
JIM MECTO OJIETHOCTH KOYKHOTO TIOKPOBA, JIETKast HKTEPHYHOCTh KOXKH U cKiiep. [lepeuncieHHbIe
CHMITOMBI MOCTYXKUIIM OCHOBaHUEM JUIS rocnuranu3anuu pedenka B OmuHioBckyro [IPB.
C 17.08.12 rona naxomwiack B OqunnoBckoi [{PB, rne ormMeuanocs HapacTaHue BSJIOCTH pe-
OeHka, OJIEIHOCTH, OTKA3 OT ¢/ibl (KOPMJICHHE MPOBOJMIOCH Yepe3 HAa30TaCTPAIbHBIA 30HT).
21.08.12 roma nosBunack pBota KoeHHoit Tymeif u 1€rreo0pasHbIi ¢TI, 94To OBUIO pacieHe-
HO KaK JKeJIy[IOYHO-KHUIIEYHOe KpoBoTeueHue, 1 21.08.12 neBouka nepeBoAUTCS B OTAEICHUE
peanumaruu TS (OPUT).

Cocrosinue npu nocrynjieHuu B OPUT kpaiine Ts:Ke10€: Ha OCMOTP NPAKTUYECKH HE
pearupyer, Ko)KHbIe OKPOBBI XOJIONHbIE, HKTEPUYHBIE, C BRIPAXKEHHON MpaMOpHOCThI0. CitH-
3UCTbIE ONEHO-IIMAaHOTUYHBIC, CyXHe, CKIEePhl UKTEPUYHbIe, TYprop TKaHel CHMXeH. TOHBI
cepana mIyxue, puTMHYHbIe. JKUBOT MATKUH, JOCTYIIEH IIyOOKOH Malblialluy, eYeHb +5 cM
U3-1I07 Kpast peOepHOH IyTH, IJIOTHOH KOHCHCTEHINH, cele3eHka +1 cm. B obmem aHamm-
3¢ KpoBH BhIsiBlieHa HopMoxpomHas anemus (Hb 90 g/, MCV 88,6;MCH 28,4), neiikouuTo3
24000/mm3. TTpu uccnemoanuun KIIC oOHapykeH AEKOMIICHCUPOBAHHBIA METa00NINYCCKHIA
ammno3 (pH — 6,92).

Buoxumudeckuii ananus kpoBu: ANAT — 467 en/a, AcAT — 552 en/n, o0muii Ounupyous —
83,6 MkMoIIb/1, TipssMol OuupyOouH — 53,1 MkMonb/i, menodnas ¢ocdaraza — 1606 en/i,
naktaraeruaporenaza — 1003 ex/n.

Koarynorpamma: MOJIHOE OTCYTCTBHE KOAryJsilUu; IOCJIE OAHOKPATHOIO NEpPEIHBaHUS
CBEXE3aMOPOXKEHHOI I1a3Mbl IPOTPoMOUH — 26,4%, ¢ubpunorex — 0,08 r/mn, TpomOrHOBOE
Bpemst — 30 cek, anTuTpoMOUH 111 — 25%, mporenn C — 12,7%, AUTB — xoarynsuust oTcyT-
CTBYET, I1a3MHHOreH — 27,3%.

Taxum o6pazom, npu nocrymiiennn B OPUT BbisiBiIeH CHHIPOM IenaToNUTOIN3A,
X0J1ecTa3a, KoaryJonaTuu, 4YTo MO3BOJISIIIO CYUTATH, YTO Y pedeHKa HMeeT MeCTO Pa3BU-
THe NeYeHOYHOI HEe0CTATOYHOCTH, MPUYNHA KOTOPOii TpeGoBaia yTOUHEHHSI.

Hesouka Haxoqunack B T/II'b ¢ 21.08.12 mo 31.03.13 (B o0mieii CI0KHOCTH B TEYECHUE
7 mecsiueB). [ToHavamy COCTOSIHHE UMEIIO TeHICHIIUIO K YITyUIICHU0, peOCHOK OBLI IepeBe/icH
B TacTPOIHTEPOJIOTHIECKOe OTIENICHUE, 3aTeM B NIeHAaTPHIECKOe, HO B pe3ylbTare HapacTa-
HMS [PU3HAKOB IIEYEHOUHOH HE0CTAaTOYHOCTH BHOBb IOCTYIHWI B OTAEICHHE PEaHUMALUH,
rae 31.03.13 HacTynun HeOIaronpUsATHBIA UCXOI.

JluarHo3 mmpy HanpaBlIeHUH Ha MAaTOJIOTOAHATOMHYECKOe HcciienoBaHne: « MHUTOXOHIPH-
aIpHOE HapylieHHe oOMeHa (HeyTouHeHHOe). Llmppo3 neuenn. IlopranbHas TrumepTeH3Hs.
Acturt. Bropuunas koarynonarus. [TonnopranHas HeOCTaTOYHOCTh (TIEUCHOYHAS U IOUEUHAs
HemoctarouHocth, JIH 111 crenenu, HK 2B). Anemus cpenneit creneHu Tsxectu. J[BycTOpoH-
Hsis THeBMOHMS. [umorpodus 11 crenenn. 3anepikka TEMIIOB MOTOPHOTO Pa3BUTH».

HOCMCpTHO METOAOM IPsIMOro aBTOMAaTHYECKOTO CCEKBCHUPOBaHUSA W METOAOM
Real-timePCR, Obu10 mpoBeneHo 00cieoBaHie B J1a00paTopuy HACICACTBEHHBIX OOe3Hen
obmena BemectB PI'BY «Menuko-reHeTrnuecknii Hay4IHBIN HEeHTp» (3aB.j1abopaTopumeid —
k.M.H. E.1O. 3axapoBa). OOHapyxeHO, 4TO Koau4ecTBO MuToxoHApuanbHoi JJHK 6b110 pesko
CHIDKEHO (45 xonwmii Ha KIETKy npu HopMme > 2000 konuii Ha KIeTKy). JlaHHBII Mmoka3arelsb
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CBHJIETEJILCTBOBAJI O HAJIMUUM Y peOeHKa OHOM U3 (JOPM CHHIPOMA UCTOIIEHUSI MUTOXOHAPH-
anpHoil THK (nemneruu Mutoxonapuanshoit JTHK).

Cunapom aemenuu mutoxonapuaabHoii JJTHK (mt/IHK) mvmeer ayrocomHo-pemec-
CHUBHBIH THI HACIEIOBAHUS M MPOSBIACTCS TPeMsI KIMHHIeCKIMH (Qopmamiu: (aTaabHOMN HH-
(aHTHIBHOM TenaronaTueil ¢ 1e00TOM B IIEPHOJIE HOBOPOXKICHHOCTH (MMEBIIeH MECTO y Ha-
IIEro MalueHTa), BPOXKACHHOW MHOMaTuell U MHpaHTUIbHON AeTckoi Muonarueil. ITonHoe
onucaHue cuHapomMa Brepsbie Obi10 1aHo C.T.Moraes et al. B 1991 romy [111].

Hrxe MBI IpHBOANMM PE3yIbTaThl MOP(OIOTHIECKOTO HCCIIEOBAHNUS MEUeHN Y HaIlen
HaIeHTKH. MIMeno MecTo pa3sBHTHE MakKpOLYISPHOTO W MUKPOHOLYISIPHOTO IHppo3a (pHC.
75, 76). HeoxunaHHO!H HaXOQKOH 0Ka3aJI0Ch HaJIW4ME OOJBIIOTO KOTMYECTBA KIETOK, Xapak-
TepHbIX 111 CMV (puc. 77). Ceponorudeckue uccienoBanus u I[P, BHIIOIHEHHbIE HEOTHO-
KpaTHO, NPU3HAKOB BHYTPUYTPOOHON MH(EKIMN MPYKU3HEHHO HE BBIIBHIIM, XOTS JAHHBIC
aHaMHe3a KOCBEHHO YKa3bIBall Ha BBICOKYIO BEPOATHOCTh BHYTPHYTPOOHOTO HH(HIMPOBa-
Hust (OPBU B mepBoM TpuMecTpe 6epeMeHHOCTH, HH(EKIUS MOIEBOIT CHCTEMBI — B TPETHEM).
Brnionne BeposATHO, YTO JOIOIHUTENBHBIM (PAKTOPOM, CHOCOOCTBYIOIUM TSDKEIIOMY TEUEHHIO
6one3Hu, ObLIO reHepanu3oBaHHoe TeueHne CMV ¢ pa3BUTHEM IIUTOMEraJOBUPYCHOTO METa-
Mopdo3a (puc. 77).

Puc. 75. MakpoHOAYISIpHBIH IUPPO3 Y 9-MECAYHOTO peOCHKA C CHHIPOMOM JACTUICHIUHN
mutoxoHapuaibHoi JTHK (TymmHckas nerckas ropoackas 6onpHuna, 2012 roa.
3aB. nasnoroanaromuyeckum oraenenueM JI.I1.Karaconosa)

Puc. 76. MUKpOHOIYISAPHBIA IUPPO3 Y 9-MECIIHOTO peOCHKA C CHHIPOMOM JCTUICIIMUA MUTO-
xounpuanbHoit JIHK (Tymmuckas nerckas ropoackas 6onsauna, 2012 roa.
3aB. nasnoroanaromuyeckum oraenenueM JI.I1.Karaconosa)
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Puc. 77. Knetku CMV («COBHHBIH TI1a3») y 9-MecsuHOro peOeHKa ¢ CHHAPOMOM JICTUICIHH
muToxoHapranbHoil JIHK B unTepctuiu nouku (TyrmmHcKast qeTckas ropojckas 0oabHHUIIA,
2012 ropx. 3aB. nanoroanaromudeckuM otneneHremM JI.IT.KaracoHosa)

KOHTPOJIBHBIE TECTOBBIE 3AJJAHUSA:

HMHcTpykuus: BEIOEpUTE OJJMH NPABUILHBINA OTBET

1. OCHOBHBIMU NPOSIBICHUSIMU NIEUCHOYHON HEAOCTATOUHOCTH y AETEH SIBIISIOTCS:
1. »KenTyxa, Koaryynomnarus, dHIedaIonaTus,

JKENTyXa, MoBbIeHHe (epMeHTOB ANAT U ACAT, sHIIedanonarus,

KENTyXa, FeaToMerajius, HoBbIeHHe pepMeHTOB ATAT U ACAT,

XKeNTyXa, FeaToMerajius, HOBbIIIEHHE YPOBHS LeIouHol docdarasbl,

KENTyXa, SKXUMO3bl, YUIMHEHNE IPOTPOMOMHOBOTO BPEMEHH.

nok v

IMpaBunbHeIil oTBET: 1
2. JIabopaTOpHBIMU KPUTEPUSMH OCTPOU TIEYCHOYHOM HEOCTATOYHOCTH CYMTAIOTCS:

1. HempsiMasi TUIEPOMIMPYOUHEMHS, MOBBIINICHHE YPOBHS aMUHOTpaHcdepas, mpo-
TpoMOUHOBOE BpeMs — Gostee 40 cexyH I,
2. mpsiMas THIEpOMITUPYOHMHEMUSI, HU3KUH YPOBEHb aMHUHOTpaHcdepas, mpoTpoMOu-
HOBoO€ Bpemst — 6onee 20 cexyH[,
3. mpsMas TunepOUITUpyOHHEMHsI, TIOBBIIICHAE YPOBHS aMUHOTpaHChepas, mpoTpoM-
6uHOBOE BpeMs — Oonee 40 cexkyHI,
4. HempsiMas THIEpOMINPYOUHEMUS, IPOTPOMOMHOBOE BpeMst — Oosee 20 ceKyH I, IMo-
BBILIIEHHE YPOBHS aMHHOTpaHCdepas,
5. HempsMasi TUNEPOWIMPYOUHEMHS, HU3KUI YPOBEHb aMHUHOTpaHcdepas, MpoTpOM-
O6uHoBoe Bpems — Oosee 40 cekyH[.
IpaBunbHsIil oTBET: 3
3. Kakoe 3aboseBanue siBIsieTCss HAUOOJIEe YaCTOW MPUYMHON XPOHHUYESCKOM TIEUeHOYHOM
HEOCTAaTOYHOCTH y JIeTel paHHero Bo3pacrta?

Oone3nns Bunbcona,
reMOXpOMAaTo3,
OunuapHas arpesus,
ayTOMMMYHHBIH T'€lIaTHT,
cunzapom Kuapu.

AP

TpaBunbHEIl OTBET: 3
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4. K J'Ia60paTOpHI>IM Mpu3HaKaM HUppo3a NMEYCHU OTHOCATCS:

1. rumoansO0yMuHEMHs, YAJTHHEHHE TPOTPOMOMHOBOTO BpeMeHH — Oomnee 20 cekyHI,
CHIDKCHHE YPOBHSI CHIBOPOTOYHOTO Kanblus U pocdopa,
2. rumnoans0yMUHEMHs, YKOPOUYEHHE TPOTPOMOMHOBOTO BpeMeHH — MeHee 10 cexyH,
CHIDKEHHE YPOBHS CBIBOPOTOYHOTO KaJbLUs U ocdopa,
3. moBbILIEHHE ATBLOYMHUH/TIO0YIMHOBOTO KO3 (PUIMEHTA, YITHHEHUE TIPOTPOMOMHOBOTO
BpeMeHH — Oosee 20 ceKyH/1, TOBBIIEHIE YPOBHS CHIBOPOTOYHOTO KaJIbLIUS U ocdopa,
4. runoasb0yMHUHEMHUs, YAJTUHEHUE IPOTPOMOMHOBOTO BpeMeHHu — bonee 20 cexyHz,
MOBBIIICHHE YPOBHS CHIBOPOTOYHOTO Kamblius U pocdopa,
5. runoansOyMHHEMUs, YKOpOUEHHE IPOTPOMOMHOBOTO BPEMEHU MeHee — 15 cexyH[,
MOBBIILIEHHE YPOBHS CHIBOPOTOYHOTO Kajblus U pocdopa.
IIpaBunbHeIi oTBET: 1
5. Kakoi#t kmuHHYeCKHH MpU3HaK AEKOMIIEHCUPOBAHHOTO IUPPO3a y JAeTel MOXKET OTCYT-
CTBOBaThb?

acIIuT,

3a7epKKa (PU3NYECKOTO PA3BUTHSA,
TMOBBIILIEHHAS! KPOBOTOUYHUBOCTb,
MaJIbHYTPUTUBHBIA CHHIPOM,
KETyXa.

e S

IIpaBunbHbI OTBET: 5

6.3. IIpopunakTuka nporpeccupyromuieii Xxponnueckoii 6o1e3un
Te4YyeHu y aeTei

He3aBucuMO 0T NIPUYHHBI, BbI3BaBLIEH 3200/1eBaHie NIeYeHH, TPO(UIAKTHKA NPO-
rpeccHpyolIell XpOHHYeCKoi §0JIe3HN MeYeHH BKIIOYaeT HA3HAUYeHHe MeIHKAMEHTO3-
HOIi Tepanuu, c6aJIaHCHPOBAHHOIO VISl KOHKPETHOI0 00JIbHOTO0 IIUTAHUS, TPeayNpexae-
HHUe O0CT0KHeHMIl. B CTpyKType MeMKkaMeHTO3HO! Tepaliy OJHO U3 BEAyIIHX MECT 3aHUMa-
0T JKETTYCTOHHBIC CPECTBA.

Bericokas addexruBHocTs JIC 3TOM rpymnibel 00yClIoBICHA HATHYHEM B UX COCTaBE KOM-
mwiekca BAB, rie XonepeTndeckue CBOIMCTBA OHPENENSIOT (hIaBOHOHMIBI, 3(UPHBIC Macia,
CMOJIMCTBIC U APYTUEC BCIICCTBA. Mexanuszm }ICI\/’ICTBI/IH PaCTUTCIIBHBIX IIPETIapaToB 3aKjroda-
€TCsl, B YaCTHOCTH, B HETIOCPEICTBEHHON CTUMYIISIIIMN CEKPETHOHM (DYHKIIMH IeNaToHUTOB, I0-
BBIIICHIHM OCMOTHYECKOIO I'paJieHTa MEXIy JKETYbi0 M KPOBBIO M YCHIICHHH MOCTYIUICHUS
B JKETYHBIC IPOTOKU BOIBI U JIEKTPOIUTOB, CTUMY/ISILIUM PELIENTOPOB CIM3UCTOH 000I0YKH
TOHKOH KHIIKH, YTO CIOCOOCTBYET aKTHBAIMH ay TOKPHHHOM CHCTEMBI PETYJISLUH H YCHICHHIO
00pa3oBaHHUs KEITYH.

JKem4eroHHele CPEACTBA 3a CYET yYACTHs JKEIYHBIX KHCIOT B THAPONIM3E HEHTpaabHO-
T0 XHpa YITy4LIaloT MPOLECCH NMUIIEBAPEHNS, AKTUBUPYIOT MOTOPHYIO (YHKIHIO KHUIIEYHHKA,
001a1af0T aHTHOAKTEPUAIBEHBIM H TIPOTHBOBOCIANIUTENLHBIM 3()(PEKTOM, CTUMYIHPYIOT COKpa-
THTENBHYI0 (QYHKIMIO OMIIMApHOTO TPaKTa, HOIIEPKHBAIOT OAlaHC MHKPOJIEMEHTOB, HOpMa-
JIM3YIOT BCACHIBAHUE JKMPOPACTBOPHMBIX BUTAMHHOB, CIIOCOOCTBYS MPOGHIATHKE OCTEONOPO3a.
VY nmereii, 0cOOEHHO paHHETO BO3pacTa, BBIOOP JKETYETOHHBIX CPENICTB OrPaHUYCH, YTO CBSA3AHO
C Pa3BUTHEM BO3MOXXHBIX OCIOKHCHHI M (OPMOH BBINYCKa, HE JIOITYCKAIOIICH HUCIOIB30BaHHUS
MEIMKaMEHTa B BO3PACTHBIX rpymnax miuafuie 12 net. Pa3nudHple CTOPOHBI BIUSHUS JKETIETOH-
HBIX TIPENapaToB Ha OWITHAPHBIN TPAKT, AaHTHOAKTEPHATBHBIN 1 IPOTUBOBOCHIATHTENBHBIN P deK-
THI IO3BOJISIOT 1OJ00pATh TEPaIuIo U1 KOHKPETHOro OosbHOro (Tabmuua 27).
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Tabnuua 27
Mexanusm ZleﬁCTBHﬂ JKCTYCTOHHBIX NpenapaToB
(H.W. Ypcosa, 2015; JI.A. Xapurtonosa, 2014)

Mexanusm aeiicTBus
Toprosoe HazBanue | Xoue- Xogexmue- | Crmazmonn- IIporuBo- | AHTHOAK-
permae- | ecknii | Tmueckmii | BOCMATHT | TEPHAJL-
CKHUi TeJILHBIH] HBbIii
AJli10X01 ++ + +
bepbepuna oucynbdar | +++ +++ +
Ienabene ++ + ++
I'mmexpomMoHn ++ ++
Jporasepux ++
JIno6un ++
OnumeTnH ++ + +
o .
ToeikBeon ++ + ++
dnamun +++ ++ ++ ++ ++
Xouaron +++ + + + +
Xomarorym +++ ++
Xonadyxke ++ ++
XoneH3num ++ +
Xonocac ++
Xoduron +++ + ++ +
IukioBanon ++ + +

K momynsipHbIM KeITYErOHHBIM CPEACTBaM OTHOCATCS Ipernaparbl pacTUTEIBHOTO IPOHC-
XOXJICHUsI, B COCTaB KOTOPBIX BXOAWT IIMHH IeCYaHbIH (OECCMEPTHUK IECYaHbIH, MM CYXOIl-
BeT), BcTpevaromuiicss Ha Teppuropun Poccuiickoit @eneparyin noBcemectHo. L{MuH necuaHblii
(Ynorpe0OmnsAoTCs TakxKe Ha3BaHWS COJOMEHHBIN LIBET, 3JIATOLBET II€CYaHbI, HUMMOPTEIb) OT-
HOCHUTCS K MHOTOJIETHUM PAacTeHUsIM ceMmeicTBa acTpoBbIX. ColBeTust OeccMepTHHKA Coflepikar
TITMKO3UIIBI CANTUITY PITYpO3H I, KeMIdepol 1 u3ocaIumypirypo3us, graBonoussl, caxapa (1,2%),
Butamunbl C u K, kaneiuii, Fe. Kpome Toro, B corperusx 0OHapyXeHbI (TaNN/IbI, BLICOKOMO-
JIEKYJSIPHBIE CITUPTHI, CMOJBI, CTEPOUIHBIC COSAUHEHHMs, Kpacsllie BemecTBa, d3QUpHOE Macio
(B cocTaB KOTOPOrO BXOIAT Kpe30J, CBOOOJHBIC KHUCIOTHI, B TOM YHCIE KAaIpOHOBAas KUCIO-
Ta), HWHO3UT, }1y6H_]'ILHLIe BCIICCTBA, JKUPHBIC KHUCJIOTbI, MUHCPAJIBHBIC COJIM 1 MHUKPO3JIECMCHTBI
(Mn, Cu, Zn, Cr, Al, Se, Ni, Sr, Pb, B). BeccmepTHuK crioco0eH KOHIIGHTPUPOBATh CEJICH.
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KomnoneHT a¢upHOro mMacna GeccMepTHHKA MECYAHOTO KPE30J1 SBISICTCS AHTUCETITUKOM
HIMPOKOTo JEUCTBUSL.

YcraHoBIEHO, ITO OECCMEPTHHUK MECUYAHbBII TTOBBIMIACT CEKPEIUIO KETUH, CTUMYITUPYET
CHHTE3 JKSITYHBIX KHUCIIOT M3 XOJIECTEPUHA, MOBBIIIACT COMCPKAHME XOJAaTOB U OHIMPYyOUHA
B JKEJYH, YBEIUUMBACT XOJIATOXOJICCTCPUHOBBIH KOI(P(UIIMEHT, UTO CHHXKACT JTUTOICHHOCTh
JKETYH, MATKO TTOBBIIIAET TOHYC KEITIHOTO My3bIpsi. DKCTPAKT OECCMEPTHHKA OKa3bIBACT CIa3-
MOJIMTHYECKOE ICHCTBIE Ha ITaIKHE MBIIIIBI KHIICYHUKA, )KEITTHBIX [Ty TEH, )KEITTHOTO ITy3bIPsT
7 KPOBEHOCHBIX COCYIIOB, 00JIaIaeT yMEPEHHBIM IPOTHBOBOCTIIAUTEIEHBIM d(DPEKTOM, aHTH-
OakTepraIbHON aKTUBHOCTBIO (32 CUET CMOJISTHBIX KHCIIOT), YCUIINBAET CEKPELINIO HKEITYIOTHO-
'O ¥ MAHKPEaTHIECKOT0 COKa, IMEET HEPE3KO BRIPaKEHHBIH TiypeTndeckuii apdekt. beccmep-
THHK [T€CYaHBIN OIABIIIET POCT CTA(MIOKOKKOB ¥ CTPENTOKOKKOB, PBOTY U TOLITHOTY, CHUMAET
YyBCTBO TSDKECTH B SIIUTacTPAIbHOM 00JIaCTH, yMEHBIIAET 00N B 00IACTH KETIHOTO My3bIPsL.

U3 pacTUTEIBHOTO CHIPhS OECCMEPTHHUKA TIECYAHOTO MOJTYYal0T HACTOM, CyXO# SKCTPaKT,
npenaparbl ¢uaMuH U 3udoan (mpenaparbl OeCCMEPTHHKA TIECYaHOTO, HEe 00JalatoIInue TOK-
CHYHOCTEBIO), UCTIONb3YyEeMBbIe KaK JKEITIETOHHBIE CPECTBA IIPH OCTPBIX U XPOHHUYECKHX 3a00-
JIeBAaHMAX IEUEHH, OMIMAPHOTO U JKEeIYJOYHO-KHIIEYHOTO TPAKTa, IOYEK.

W3 mepednciieHHbIX MpenapatoB 0ecCMepTHHUKA TeCYaHOTO B METUATPUH 3aCITy)KHBACT
BHUMaHUS (1aMUH (CyXOH 9KCTPaKT LIBETKOB OECCMEPTHHKA I1€CYaHOT0), HA3HAYEHUE KOTOPO-
r'0 BOBMOXKHO C TTEPBBIX THEH KHU3HH, YIUTHIBAsI [PaHyTHPOBAHHYIO ()OPMY BBIMYCKA, IETKOCTh
JIO3UPOBKH M BBICOKYIO CTEIIEHb KOMILIAEHTHOCTH (TIpernapar UMeeT MPUATHBIN BKYC).

OCHOBHBIMH MTOKa3aHUSMH JIJIs Ha3HAYCHUs riamMuHa (He TOJIBKO KaK JKeTYerOHHOTO, HO
KaK M TeraTonpoTEKTOPHOTO CPEACTBA) y ACTEH SIBJISIOTCS TeMaTUThI, AUCHYHKIUH OUITHAPHO-
TO TPaKTa, HEKAIBKYIE3HBIA XOJCIHUCTHT, TOCTXOICHUCTIKTOMUYSCKHN CHHAPOM. JIHTeNnh-
HOCTh Ha3HaueHus (uiamuHa kosebnercs ot 10 1o 40 mHel, o mokazaHUsIM (QJIaMUH MOXET
Ha3HAYaThCs MOBTOPHO, B COCTaBe KOMIUIEKCHOW Tepamuu. Kak mokaszaim KIMHHYECKUE HC-
CJICOBAHMS, TIEPEUeHb MMOKa3aHWH JJIs Ha3HaYeHHs (uraMuHa AETIM MOXET OBITh HAMHOTO
LIHPE, YTO 00YCIIOBJICHO HE TOJBKO KETUerOHHBIM 3P PEKTOM (aMuHa, HO U €ro BIUSHUEM Ha
Mukpodopy kuednuka. [lokazaHusMu 171 Ha3HAYSHUs IiaMrHa y IeTel sIBISIOTCS:

* 3a00JIeBaHUs KUIICYHHUKA C H30BITOYHBIM OaKTepHAIEHBIM POCTOM

* CHHIPOM pa3IpaXCHHOTO KUIIEYHHKA C 3aII0POM

* JIAIMOIHO03

* (yHKIIMOHANBHBIE HAPYIIEHHs] OMIIHAPHOTO TPAKTa

* (pyHKIIMOHANBHBIE 3aII0PHI

* OCTpBIC U XPOHUUYESCKHE TeMATUThI PA3TMYHOTO TeHe3a

* HEAJIKOTOJIbHAs )KUPOBast OOJIE3Hb NEYCHU

* XPOHHUYECKHI racTPOLYONCHUT C H3OBITOUYHBIM OAKTEPUATLHBIM POCTOM
* XPOHMYECKHUH HEKAIbKYJIE3HBIN XOIEIUCTUT

Bxozsuye B cocTaB MpenapaToB OSCCMEPTHUKA MOHBI MAarHUS MOTYT CTHMYJIHPOBATh
CEKPEIHIO XOJECIUCTOKAHUHA DIUTEIAATBHBIMA KIETKAMH JIBEHAJLATHUIIEPCTHOW KHIIKH,
C UeM CBSI3aHO XOJEKHHeTHuecKoe nericTBue mpenapara dmamun. Ocoboe 3HaUeHHE B Jei-
CTBHU (pNIaMUHA MPUAACTCS MONUTEPIIeHaM — (paKkuusaM HaTypanbHEIX 3GupHbIX Macen. [1o-
JIUTEPIIEHBl XapaKTePU3YIOTCSl aHTHOAKTEPHATBEHON aKTHBHOCTBIO B OTHOIIEHHU CTa(QHIIOKOK-
KOB, IATOTCHHOMN KHUIIIEYHOH Majouku, rpu0oB poaa Candida, KMIIEYHBIX BUPYCOB U TEIbMHUH-
TOB: W3BECTHO, YTO B HAPOAHOW MEOHIMHE LIMHH NECUYAaHBII MCHOJNB30BAJICS AT M3THAHHS
JICHTOYHBIX IJIMCTOB.
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ITporuBoBocnanuTenbHbl 3@dexT 3¢upHbIX Macen ¢aaMuHa (MOIUTEPIEHOB) YMEHb-
1aeT AeHCTBUE OCHOBHBIX NATOrEHETUYECKUX (PaKTOPOB OaKTepualbHbIX HHEKIH, cioco0-
CTBYIOIIUX Pa3BUTUIO BOCHAJICHUS B IeNaTOOMIMAPHON cucTeMe. AKTHBHBIE WHIPEIUEHTHI
(r1aMuHa NO3BOJIAIOT NIOTYYUTh OJHOBPEMEHHO C YBEIMUEHUEM KOJIMYECTBA OTAEIIEMOM XKel-
9H N3MEHEHHE e¢ OMOXMMHYECKOTO COCTABa: MOBBIMICHHE XOIECTEPHHXONATHOTO K03 uIn-
€HTa ¥ yMEHbBIIIeHHEe KOHICHTPaluy OMIHpyOHHA B XKEJIYH, 9TO IPeAyIpexaaeT 00pa3oBaHue
KOHKPEMEHTOB B OMJIMapHOM TPAaKTe, yMEHbBIIAET IUTOTeHHOCTH xerdar. OJHOBpEeMEHHO (ia-
MHH CTUMYJIUPYET SK30KPHHHYIO (DyHKITHIO MODKETYTOTHOH KeNe3bl M KHCIOTO0OPa3yIONIyTo
(bYHKITHIO JKeITy/IKa, OKa3bIBaeT MATKOE IPOKHHETHIECKoe JeficTBre Ha KumreuHHK. CodeTaHue
KEITIETOHHOTO ¥ aHTHOAKTEPHUAIBHOTO AeHCTBUS (hIIaMIHA, CTUMYIISIUS YK30KPHHHON (yHK-
LN TODKETYAOTHOHN Kele3bl HOPMAIM3YIOT TPOLECCH MHUIIEBAPEHNS U BOCCTAHABIMBAIOT
MHUKPOOHOIIEHO3 KUIIIEYHUKA, YTO CIIOCOOCTBYET Oosiee A3(PPEKTUBHON Tepanuu 3a00JieBaHUN
rernaToOUInapHoOro TPakTa y JeTeil.
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3AKJ/IIOYEHHUE

I'ematomeranus siBisieTCs OJHUM U3 CaMbIX YaCTbIX CUMIITOMOB Yy HeTeﬁ, 0CO6CHHO paH-
HEro BO3pacra.

HesHauurtenbHOE yBenn4eHUE MEYCHU MOXKET ObITh pu OPBU, mHEeBMOHUSX, OCTPBIX
KUIICYHBIX HHPEKIHUSX, T.C. B CUTyalllsX, KOTa YBEIMICHHE TIEYCHH MOKHO OOBSICHHUTH UME-
IOIIMMCSL OCTPBIM MH(GEKINOHHBIM 3a00JIeBaHUEM WM HHTOKCHKaWeH. B mepruoxa BEI3IOpoB-
JICHUsI TTApaMeTPbl NIEYCHH MPUXOAAT B HOPMY U MMEIOIIAsICs paHee TermaToMeraiiis He BbI-
3bIBaeT onaceHui. OQHAKO UMeeTCs OOIbIIOe KOTMIECTBO IPHYHH, TPEOYIOMNX UCKIIOYECHHS
TpU HAJTH4IHUU «OOJNbIIoN nedeHn». K Hanbomee pacpoCcTpaHEHHBIM OTHOCSTCS HH(EKIHOH-
HO-BOCTIAJIMTENIbHBIC 3200JIeBaHus (T€NaTUThI), TEIbMHUHTO3BI U JIPYTUe MapasuTapHbie 3a00-
JICBaHMs, aHOMAJIMH Pa3BUTHS HKEITUCBBIBOASAIINX MTyTeH, TPHOOPETCHHBIC U HACIIEACTBEHHbIC
HapyIIeHHs: OOMeHa BEUIEeCTB.

Bpau-neuartp MOMKEH HCIOJb30BaTh BCE BO3MOXHOCTH JUIS pPAHHEHW JUArHOCTHKH
3a0oJeBaHMs, BEI3BABIIIETO reNaToMeraniio. FI3BecTHO, YTO AMArHOCTHKA OMIIHApHOH aTpe3nn
nocie 6-8 HeeNu JKU3HU U OTCYTCTBUE a/IeKBaTHOM Tepanuy MPUBOIAT K Pa3BUTHIO [IUPPO3a
(HEOoOpaTUMBIM H3MEHEHHSIM MOP(OIIOTHIECKON CTPYKTYPBI IIEU€HH ), XPOHHIECKOHN MeYeHOT-
HOM HEZ0CTAaTOYHOCTH.

Hcnionb3yst COBpeMEHHbIE JOCTYIHBIE METOIBl HWHCTPYMEHTAIBHOTO OO0CIeIOBaHHS
1 OMOXMMUYECKUH aHaIM3 KPOBH, MOXKHO YK€ B YCIOBHSAX IETCKOH HMONUKIMHUKU MPEATIO-
JIOXKUTB (2 HEPEIKO M IUArHOCTUPOBATh) MPUIMHY I'ellaTOMETraiii, CBOCBPEMEHHO HAIPAaBUTh
pebeHKa 1715 OKa3aHHs CIELHATN3UPOBAHHON TIOMOIIIH.

Ham KJIMHUYECKHH OIBIT MOKA3bIBACT, YTO HEPEAKO BpadH-IIeAUATPhl 3a0bIBAIOT O TOM,
YTO JKENTyXa, OAWH M3 PaclpOCTPAHEHHBIX CHMIITOMOB HEOHATAJILHOTO MEPHOAa W IEPBBIX
JIBYX-TPEX MECSILIEB KHU3HU, MOXKET ObITh 00YCIIOBICHA HE TOJIBKO (DU3HOIOTMIECKUM T'eMOJTHU-
30M 3PHUTPOLUTOB Ha 3-7 CYTKH KH3HH, Ke(aaoreMaTroMoi, eCTECTBEHHBIM BCKapMIIMBaHUEM,
cunapomoM Jlrocu-/Ipuckonia (He mpeaAcTaBISIFONIMMHI OMACHOCTH LIS 3J0pPOBbs peOCHKa), HO
1 OBITH CIICNCTBUEM BHYTPHYTPOOHOH MH(EKUMeH, aHOMaJIHel pa3BUTHS >KeTUEBBIBOISIINX
myTei.

Knuauueckue nmpuMepsl, MpeAcTaBiIeHHbIe B IIOCOOUH, CBHACTENBCTBYIOT O TOM, YTO He-
JIOOIICHKA (a cKopee — He3HaHWE) HOPMATHBOB OMOXUMHYECKOTO aHaJIM3a KPOBU, HEyMEHHE
BBISIBUTH PaHHUE TPH3HAKH XOJecTa3a, KOTOPhIe COIyTCTBYIOT OONBIIMHCTBY 3a0oJieBaHHI
MCYCHHU, NMPUBOAAT K TPArnd€CKUM IIOCICACTBUAM, KOrla €AMHCTBEHHBIM METOAOM JICHCHUSA
CTaHOBUTCSI TPAHCIUIAHTALIUS MIEICHH.
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Psin 3a6oneBanuii, OMTHUM U3 MPU3HAKOB KOTOPBIX SIBISIETCS IelaToMeranusi, TpeOyroT
O4eHb IIIYOOKOI0 MHCTPYMEHTAJbHOIO, Ja00paTOpPHOro, MEAUKO-TE€HETUUECKOrO 00cIen0Ba-
Hus. He Bcerna ynaercs J0OUTHCS NOJNOKUTENBHON JUHAMUKY B TEUEHUU OOJIE3HH JIaXKe I10-
clle paHHE! MOCTAHOBKU JMArHO3a, IIPEeXJe BCEro IPH HACIEACTBEHHbIX HAPYIICHUSIX METa-
6omm3ma. Tem He MeHee, CBOEBPEMEHHO BBISBICHHBIC IPUYMHBI 'ENIATOMETAJIMM U OKa3aHHe
KBaJTM(HUIIPOBAHHON MOMOIIH HO3BOJISAIOT YIYUIIHTh Ka9€CTBO KHU3HU peOSHKa U OTOIBUHYThH
CPOKHM Pa3BUTHSI HEOOPATUMBIX OCIOKHEHHH, MOATOTOBUTH pedeHKa K Ooiee CI0KHBIM METO-
JlaM XMPYPrUYeCcKOro Je4eHusl.

HeBHuMatenbpHOE OTHOIIEHHE K )kanobaM, ceMeHHOMY aHaMHe3y, OIleHKe (pH3NYeCKOro
Pa3BHUTHSI MOXXET IPUBECTH K TOMY, UTO 3a00JIeBaHHS, YCHENIHOE JICUeHHE KOTOPBIX HE Mpe-
CTaBJsIeT MPOOIEMBI, KaK HAalpHMEpP T'€JIbMHHTO3B! TeaTOOMINAPHON CHCTEMBI, JHAarHOCTH-
PYIOTCS Ha CTaAuU HEOOPAaTUMBIX JECTPYKTUBHBIX M3MEHEHHH MeueHu. be3ycnoBHO, CChUIKH
Bpada-IieuaTpa Ha 3arpy>KeHHOCTh PYTHHHON pPaboOTON He SIBISIOTCS ONpaBIaHUEM, KOTIA
pedb UIET O 370POBbE U KU3HU peOCHKA.

CoBMmecTHast paboTa Bpaya-neauarpa, UHGEKINOHNCTa, TeHETHKA, XUPYpra, clenuany-
CTOB JIy4eBOH TUarHOCTUKH, UCIIONb30BaHHE OMOXUMHUYIECKUX METOIOB UCCIIEA0BAHHS MOXKET
o0ecreunTsh IOMHOLEHHOE U paHHee 00CIe0BaHUE, IOCTAHOBKY IUArHO3a IpU HAIU4YMU Y
pebeHKa rermaroMeraimy.
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IJIOCCAPU

AMUI0U103 — HapylIeHHe OeNKoBOro oOMeHa, CONpoBOXKAAIoLIeecss 00pa30BaHUEM U OTIOXKE-
HHEM B TKAHSX CIELH(PHUICCKOro OSIKOBO-IIOINCAXaPUIHOTO KOMILIEKCA — aMUIOH A,

ACHHT — CKOIUIEHHE )KUAKOCTH B OpIONIIHOH moxocTH, 6oaee ueM B 80% ciaydaeB 00ycinoBiIeHHOE
JIeKOMIIEHCUPOBAaHHBIMH XPOHUYECKUMHM 3a00JI€BaHUAMH TICUCHH.

ATpe3us KeT4eBbIBOASIIMX MyTeil — Hanboee YacTas NIpUYMHA CHHAPOMA X0JIeCTa3a y HOBO-
POXXAEHHBIX JeTeil, uMeronas 4 OCHOBHBIX THIA: aTPe3Hs TOJIBKO OOIIEro >KeIYHOro MpPOTOKa
(BcTpeuaercst B 3% ciydaeB), KHCTa B BOPOTaxX MEYSHH, COSIUHEHHAs! C BHYTPHUIICUCHOUHBIMH
KEITIHBIMH NPOTOKaMH (6%), aTpe3nst )KeITTIHOTO ITy3BIps, ITy3bIPHOTO U OOIIETO XKEeTIHOTO IIPo-
Toka (19%), aTpe3ns Bcell BHeNedeHOUHOIT cucTeMsl (72%).

AYTOMMMYHHBIH TeNaTHT — IIPOTPECCUpYIOIee BOCHAIUTEIbHOE 3a00IeBaHNE TIEYEHN HEU3-
BECTHOH 3THOJIOTUH C HAJIMYNEM B KPOBH ayTOAHTHUTEN U BBICOKOTO YPOBHS raMMa-TJIOOYIHHOB.

Axonusi — 00€CIBEYCHHBIH CTYII.

Baproneae3 — uapexunonnoe 3aboneBanue, pacupocrpanennoe B Oxuoit Amepuke (Ilepy,
DkBaznope u Koixymbun), Bo3Oyaurenem KoToporo siBisieTcs pukkercust Bartonella bacilliformis.
Pukkercust oOHapyKHUBaeTCs B 9PUTPOIHUTAX KPOBU U KIETKaxX JTUM(OUIHON TKaHU, TepeaaeTcs
YeJOBEKy Yepe3 MOCKUTOB.

Buimpy6un — >XeNYHBIH IMUTMEHT, NPOAYKT paclajga SPUTPOIHTOB, CYNIECTBYIONIMH B ABYX
(dopmax: mpsMoil (KOHBIOTUPOBAHHBIN) U HENPAMOI (HEKOHBIOTUPOBaHHBIN). [Ipn coxpaHHOM
OunupyOnHOBOM OOMEHE ypOBEHB 001Iero OmmupyOrHa He MpeBbImaeT 17 MKMOIB/I (KpUTEPHA
BO3), na gointo npsimoro 6mnpy6una npuxoautcst 10% ot ypoBHs obuiero, Henpsmoro — 90%.

Boae3ns Buibcona-KonoBasoBa (nMeeT CHHOHUMBL: Oosie3Hb BuibcoHa, remaTtonepedpans-
Hast AUCTPOQHUs, renaToNeHTUKYIIApHAs lereHepanus, 6onesnb Becrdana-Bunscona-Konoaino-
Ba) — BPOX/ICHHOE HapylIeHHe MeTabonnu3Ma Mean, 00yCIIOBIEHHOE HEJIOCTaTOYHOCTBIO OJHOTO
n3 GpepMEeHTOB IIEUCHH, MPUBOJAIIEE K OTI0KEHHIO MEIH BO MHOTHX TKaHSIX OpraHn3Ma, B TOM
YHCIIe U POTOBHIIE IV1a3.

Boae3ns ome — HaciiecTBeHHOE 3a00I€BaHIE, OTHOCHTCS K JIN30COMHBIM 0OJIE3HSIM, pa3BUBa-
€TCsI B Pe3yJIbTaTe HeAOCTATOYHOCTH (hepMEeHTa IITIOKOIepeOpo3u1a3pl, MPUBOASIICH K HAKOILIe-
HUIO TIIIOKOIepeOpo3na B TKaHX (Celle3eHKa, e4eHb, NoukH, Jerkue, [{THC, kocTHbII MO3T).

Boae3ns KapoJu — Bpox/IeHHas: aHOMaIINS Pa3BUTHS BHYTPUIIEYEHOTHBIX OTAEIOB OMIINapHOTO
TpakTa. XapaKTepu3yeTcsl CETMEHTApHOI Auaranueil («MemoTYaTsIM» PaCIIUPEHHEM) BHYTPH-
IICYCHOYHBIX JKEJIIYHBIX IIPOTOKOB, CIIOCOOCTBYIOIIEH 00pa30BaHUIO )KEIUHBIX KaMHEH, XoecTa-
3y, XOJIaHTHTY.
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Bone3ns Humana-Iluka — BpoxaeHHAas TU30COMHas OOJ€3Hb HAKOIUICHHUS JIMIHUAOB C ayTo-
COMHO-PEIIECCHBHBIM THIIOM HAacCJIEJIOBaHUs, B OCHOBE 3a00JIeBaHMUs JICKHUT NeUIUT pepMeHTa
KHCIIOH c(hUPUHTOMHUEITNHA3EI.

Boae3ns Cannxoda — BpoKaeHHAS IM30COMHAsA O0IE€3Hb HAKOIIJICHHS IIMKOJIUIUI0B, OTHOCHT-
Csl K TaHINIMO3M/I03aM, CBs3aHa ¢ Je(uIUTOM (hepMeHTa TeKCO3aMUHHUIa3bl A.

BHemnme4yeHOYHBII X0J1eCcTa3 — HapyHmICHUE OTTOKA JKEJIYU BCICACTBUC 06CprKIII/II/I JKCIITYCBBIBO-
JAITUX HyTCﬁ, PacoIOKECHHBIX HUXKE 06HI€F0 TMMEYECHOYHOT' O ITPOTOKA.

BuyTpuneyeHouHbIH XoJecTa3 — HapylleHUE OTTOKA >KEI4Yd, OOYyCIOBIEHHOE OOCTpyKLUCH
JKETUEBBIBOSIIUX ITyTeH, PACIIOJIOKEHHBIX BEIIIE OOIIEro MIeYeHOYHOTO IIPOTOKA.

l'anakrozemuss — HaciencTBeHHOe 3aboyieBaHue, OOYCIOBICHHOE AcPUIHUTOM (QepMeHTa
ranakrosa-1-gpocoar-ypunmirpaacdepasbl, IPUHAMAIOIIETO yYacTHE B IPEBPALICHUH TaTaKTO-
3Bl B TIIIOKO3Y.

y-rmotamuaTpancnentugasa (CI'TII) — pepment, yuacTByronuii B 0OMeHe aMHHOKHCIIOT; SIB-
nsieTcs MapKepoM XOJecTasa.

I'anrimo3uno3sl — rpynna 3aboneBaHuii, 00yCIOBICHHBIX HapyIICHUEM KaTabonM3Ma U HaKo-
IIJICHUEM B Pa3IMYHBIX OpraHaxX U TKaHAX FaHNINO3UA0B — CJIIOKHBIX INIMKOJIMUIIUJIOB, YIIICBOJHAS
4acTb MOJIEKYJIBI KOTOPBIX COAEPAKUT OCTATOK CUATIOBOM KHCIOTHL. B OCHOBE UX pa3BUTUS JIEKUT
MeTabonuyecKui nedeKT pacuienieHns TaHIIHO3HI0B B Pe3ylIbTaTe HEJOCTaTOYHOCTH CHEIH-
(buueckux IM30COMANBHBIX THAPOTIA3.

I'emoxpomaro3 — 3a0oieBaHMe, XapaKTepU3yloleecs H30bITOUHBIM OTIOXKECHHEM XKejle3a B Ie-
YEeHU U JPYTUX OpraHax.

T'emodarounTapHblii CHHAPOM (HITH CHHIPOM aKTHBAIIMU MaKpo(aros) — TSHKEIIOE )KUZHEYTPO-
xarouiee 3aboeBaHue, XapakTepru3yercs: npeodiiaiaHiueM reModaronuTo3a u pa3BUTHEM BbIpa-
JKEHHOU BOCHAIUTENILHON PEaKIIMH.

lemaTuT — OocTpoe WM XpOHHUYECKOe MUPPY3HOE BOCHAIUTENBHOE 3a00J€BaHUE MTEYCHN pa3-
JINYHOH 3TUOJIOTHUH.

FenaTopeHaanblﬁ CHHAPOM — MaTOJOTHYE€CKOEC COCTOSTHUE, MTPOABJIAOMICCCS TAXKEIIBIM ITopa-
JKCHUEM IIE€YCHU U HAPYHICHUEM (1)yHKIII/II/I IIOYCK BINIOTH 10 TSKEJIOW TTOYEYHOU HEJ0CTaTOY-
HOCTH.

T'maaTumo3 — napasurapHoe 3a00JeBaHKe, PA3BUBAIOIICECS B PE3yJIbTaTe MPUCYTCTBHS B Ieye-
HU, JIETKMX MM TOJIOBHOM MO3T€ YeJIOBEKA MMIATUIHBIX KUCT, 00pa30BaHHbBIX JIMYMHKAMH B
Echinococcus multilocularis.

I'nmnepounnpyounemusi Kpurnepa-Haiisipa — BpoxaeHHas HacleACTBEHHAs HEKOHBIOTHPO-
BaHHas TUIepOMINpyOHuHEMUsI, CBsI3aHHas ¢ 1e(UIMTOM HepMEHTa MIIOKYPOHHUIA3bl, YIaCTBYIO-
Iero B KOHBIOTAIMK OMIMpyOHHa. XapaKTepu3yeTcs BRIPaXKEHHOH XKEATyX0H U TSDKEJIBIM Iopa-
JKCHMEM HepBHOU cuctemsbl. Tun Haciae10BaHUs — ay TOCOMHO-PELIECCUBHBILI, ¢ paBHOH 4acTOTOI
BCTPEYACTCS y MATBUUKOB H JICBOUCK.

I'mnepcnieHU3M — yBeIMUCHHE CEJIC3EHKH, COIIPOBOXK/IAIOIIEECs YMEHBIICHUEM YUCIIa SPUTPO-
L[UTOB, JICHKOI[MTOB M TPOMOOLUTOB B KPOBH B PE3YJbTaTe UX Pa3pyLICHHS.

Jdebuuur o-1-aHTHTPUIICHHA — peKoe 3a00eBaHKE, HACIELYETCs 110 ayTOCOMHO-IOMHHAHT-
HOMY THILY, CBSI3aHO C Ae(QHUIHUTOM OeliKa o-l-aHTUTPUIICHHA, HHTUOUPYIOLIETO TPUIICHH H JIPY-
rue BUJBI IpoTeas (dmacTas).

Kearyxa — u3MeHeHHE I[BeTa KOKHBIX OKPOBOB; BH3yalIbHO JKENTyXa ONpEAENIIeTCs IPH Ho-
BBILICHUU YPOBHs OWIMpPYOUHA B KPOBH BbIlIe 50 MMOJB/J; B paHHEM HEOHATaJIbHOM IEPHOLE
BH3YAJIBHO JKEJITyXa ONpeAesieTCs MPHU MOBBILIEHUN YPOBHA Omnnpyouna 6omee 80 MKMOIB/I
13-3a THIEPEMHUH KOXKHOTO TIOKPOBA.
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KesruHbIe KMCIOTHI — 00Pa3yIOTCs U3 XOJNECTEPUHA, OAPA3ACISIOTCS Ha EPBUYHBIC (X0NeBas
M XEHOJIE30KCUXOJIeBasi), BTOPUYHBIC (J€30KCHXOJIEBasi H JUTOXOJNEBas) U TPETUUHBIE (ypcoje-
30KCHXOJICBas).

Kesrub — CIIOXKHBIIT BOIHBIH pacTBOP OPraHMYECKUX M HEOPTaHUYECKUX BEIIECTB C OCMOTHYE-
CKHMMHU CBOMCTBaMH, OMM3KUMU K I1a3Me, 00pa3yronuiicss B OuIMapHOM TPAKTe.

Koabuo Kaiizepa—®ueiimiHepa — HaJu4He KeJITOBATO-3€JIEHON WIIM 3€JI€HOBAaTO-KOPUUHEBON
MUTMEHTAIUH 110 TTePUPEPUN POTOBHUIIBI.

KonborupoBaHHble ;keJJ4HbIe KHCJIOTHI — JKETYHBIE KHCIOTHI, CBSI3aHHBIE C TAYPHHOM H TJIU-
LIMHOM.

KcanTesna3mbl (pa3HOBUAHOCTH KCAHTOM) — IUNIOCKHE MATKHE 00pa30BaHMS XKEITOTO LIBETA, pac-
ToJIararomyecs B KOXKe BeK.

KcaHTOMBI — CKOIIIGHUS] KCAHTOMHBIX KJIETOK (Makpodaros, Harpy>XeHHBIX JIMIIHJAMH) B KOXKe
1 IPYTHX TKAHIX B BUJIC IIATEH, OJAIICK, Y3710B M HHOHIBTPATOB.

MyKOHOJIHCﬂXap"JI03I)I — BPOXKIACHHBIC JIU30COMHBIC 00JIe3HN HAKOTUIEHHS TTMKO3aMHHOTIIH-
KaHOB.

IMopTanbHas rUNePTEeH3UsI — YBEINYEHNUE TaBICHUS B TOPTAILHOM (BOPOTHOIT) BeHe, 00yCIIOB-
JeHHOE OO0CTPYKIHEH BHYTPHU- WM BHENIEUYEHOUHBIX COCYHOB, OTHOCAIINXCSA K CUCTEME BOPOT-
HOW BEHBI, CONPOBOXKJAETCS YBEIHMUYEHUEM CEJIE3€HKH, aCLIUTOM, BapUKO3HBIM paCHIMpEHHEM
BEH IHIIEBO/A, XKeTyJKa 1 KPOBOTCUCHHEM U3 HUX, TEMOPPOEM.

CepﬂOBH}IHOK.ﬂeTO‘{Haﬂ AHEMMUs — HACJICACTBCHHAs FeMOFJ'[O6I/IHOHaTI/I$I, CBsi3aHHas C Hapylie-
HHUEM CTPOCHUA reMorinoouHa.

CuHapoM Aakuiasl — TeHETHYECKU IeTepMUHUPOBaHHOE 3a00JIeBaHKe, HACIEeAyeMOoe 10 ayTo-
COMHO-JIOMHHAHTHOMY THITy, B OCHOBE KOTOPOTO JIS)KHT TUIOIIA3Ms JKETUEBBIBOIAIIMX MTyTEeH
(myxTynonarusi).

Cungpom Baana-Kuapu — TpoM003 BHYTPUIIEYEHOUHBIX BEH, KIMHUYECKU MPOSBISIOLUINICS
TpOMOOLINTO30M, JIMXOPAAKOH, abMOMUHAIBHBIME OOJSIMH M IPU3HAKAMH OCTPOTO TSDKEIIOTO
renarura. IIpy yJabpTpa3ByKOBOM HCCIEAOBAHHM KPOME I'eaTOMErajiny BBIABISECTCS HAapyLICHHE
KPOBOTOKA IT0 BHYTPHUIIEYEHOYHBIM BEHAM, TMJIaTalllsl TIOPTAITBHON BEHBI, aCIIUT U CIIJICHOMera-
nust. Bo3MokHa 4acTHYHAss 00CTPYKIHUS HIDKHEH 1M0JI0# BEHBI.

Cungpom Kuinbepa (MM HETEMOTUTHUYECKAs CEMCHHAs JKENTyXa) — XapaKTepU3yeTcs yMme-
PEHHBIM HHTEPMHUTTHPYIOIIUM TOBBIIIEHHEM COAEPIKaHUS HEKOHBIOTHPOBAHHOTO (HEMPSIMOTO0)
OunupyOnHa B KPOBH, HMEET ayTOCOMHO-TOMUHAHTHBIN THI HACJICOBAHHUS U CBS3aHa C HAapyIIe-
HHEM KOHBIOTAIUU HETPSIMOTO OMIIMPYOHHA B TEMaTOUTaX.

Cungpom 3essiBerepa (BcTpeuaercs Takke Hamucanue («cunapom llemnBelirepay») — penkoe
HACIIe/ICTBEHHOE 3a00JieBaHKe M3 TPYIIbl MEPOKCUCOMHBIX Oone3Heit. OTHOCHTCS K 3ab0seBa-
HUSM C ayTOCOMHO—peL{eCCI/IBHbIM THUIIOM HACJICOOBAHUS. OTJ'II/I‘laeTCﬂ Bpra)KeHHOf/i HEBPOJIOTH-
YeCKOW CHMIITOMATHKON M MaHH(ecTalneld Ha MepBOM rofy >ku3HH. MeeT HeOIaronpusTHBIN
mporuo3. Kpome remaromeranuu u paHHEro pa3BUTHs LHPPO3a, BO3ZMOXKHBI TIOJIMKUCTO3 MMOYEK
U TIOPOKH ceplua.

Cunapom Kanbka — 1osiBlieHHE TUIEpOMIMPYOMHEMUH 3a CYET CBOOOTHOIO, HEKOHBIOTHUPO-
BaHHOTO OmmpyOMHA MMOCIe IEepeHEeCeHHOro BHPYCHOTo renaruTa. [lo KImHHYeCKo# KapTHHE
HE OTIMYaeTcs oT cuHApoma JKuinbpbepa, HO UMEET YETKYIO CBSI3b C IIEPEHECEHHbBIM I'€lIaTHTOM.
VYpoBeHs HenpsiMoro ounupyouHa npu cunapome Kanbka peaxo npesbimaet S0 MKMOJIB/JI.
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Cungpom Cramp (B pycckoM BapuaHTe — CHHIpoM Kpammu) — Ha3BaHHE MPOMCXOAUT OT aH-
TITMHCKOTO CJIOBa «crampy (Cymopora, crasm); CHHAPOM XapaKTepH3yeTCsl MEePHOJHIECKUM MO-
SIBJICHUEM CYAOPOI' B UKPOHOXXHBIX MBIIINAX, Yalle B HOYHOC BpEMsI. npl/l‘ll/lHOﬁ Cyaopor MOXET
OBbITh KOPEIIKOBBI CHHAPOM (TIPU TPBDKAX MEKIIO3BOHKOBBIX JUCKOB), HApYIICHUE 3JIEKTPO-
JTuTHOTO OOMEHa (MarHWs), BPOXJIEHHbIE HapyIIeHHs MeTaboiau3Ma (Hampumep, npu Ooye3Hn
Bunbcona-Konosanosa)

Cungpom Jlwcu-JIpuckos (Lucey-Driscoll syndrome) — npexozsimas ceMeiiHas HenpsiMasi TH-
nepOrTUpyOrHEMHsI, BO3HUKAIOIIAsl B MIEPBbIC JHU JKU3HH PeOCHKA M MPOAOIDKAOMIASCST B Te-
YeHHE MEPBOTO MecsIa )Ku3HH. CBsi3aHa ¢ TPAH3UTOPHBIM JeGHuInuTOM hepMEeHTa MIIIOKYPOHII-
Tpancdepasbl. Hacienyercs ot Matepu.

Cunapom ®ankonu-bukkens (Fanconi-Bickel syndrome) — pexkuii BapuanT 00Jje3HH HaKo-
IUICHUS] TIIMKOTEHA; XapaKTepU3yeTcs rernaroMeraineil, peHalbHbIM TyOylTapHBIM alua030M H
3aIepPIKKOH pa3BUTHS.

Tanaccemus (M3BeCTHa TakKe Kak aHeMus Kynu) — HacieACTBEHHAs aHeMHUsl, TP KOTOPOH Mpo-
HCXOUT HapyIIeHHe CHHTEe3a IOJIHUIIENTHIHBIX [elel reMoroonHa. XapakTepu3yerTcs mosBiIe-
HHEM M3MECHEHHBIX (MUILCHEBHJHbIX) S3PUTPOLUTOB. B 3aBUCHMOCTH OT NMOpa)KeHUs MOJIUIIEI-
TUIHBIX LEeMNel, BRIACISIOT o, 3, Y, & U -0 BapHaHTHI TalaCCEMUH.

TesieaHrHIKTA3HSA — CTOWKOE PACIIUPEHUE KATUIUISIPOB KOXKH.

Tupo3uHeMusi — HaCJIEACTBEHHOE 3a00JeBaHIe, XapaKkTepusymomeecs 1ehuIuToM GepMeHTOB,
KaTaJIM3UPYIONINX JIeTpaJalliio aMHHOKHUCIOTH THpo3uHa. MMeercs 3 tuma. CaMbIM TSDKEITBIM
SIBIISICTCS TICPBBII TUIT THPO3HMHEMHUH. 3a00JIeBaHUE MPOSBIACTCS PA3BUTHEM MPOTPECCHPYIOMICH
MEYeHOYHON HEAO0CTAaTOYHOCTH, TunodocdareMuueckoro paxura, He(pOKaJIbIIMHO30M U MOYeU-
HOW HEeJI0CTaTOYHOCTBIO.

®pykTo3emMust (HEIEPECHOCUMOCTD (PPYKTO3BI) — HACIEACTBEHHOE 3a00JIeBaHHE C ayTOCOMHO-
peLeCCUBHBIM THUIIOM HACJIEOBAaHUs, TPH KOTOPOM UMEET MECTO OTCYTCTBHE WJIN CHHIKEHHE aK-
TUBHOCTH (epMeHTa (pyKkTo3a-1-pocdaranpaonassl B IEYCHH, IOYKAX, CIU3UCTON KUIICIHUKA
¢ mopakeHueM rnedenu, nouex, [{HC.

®DyKo3u103 — FCHETHYCCKHU JCTCPMHUHUPOBAHHOE 3a00JeBaHUE, OTHOCHTCS K OOJNE3HSIM HAKO-
IUICHUS U CcBsi3aHO ¢ nedunutom gepmenta o-L-dykosunasel. Hacneayercs mo ayrocoMHoO-pe-
[IECCHBHOMY THITY.

X0/IaHTUT — BOCIIAJIEHHUE JKEIYHbBIX IIPOTOKOB, Yallle IPU UX 0OCTPYKLINH KOHKPEMEHTAMH.

XoseauTuas (keMHOKaMEHHast 00JIe3Hb) — MOJINATHOIIOTHYECKOE 3a00JIeBaHNe, XaPAKTEPH3Y-
forreecss 00pa3oBaHNEM KaMHEH B OMIIMapHOM TPaKTe: JKEIYHOM ITy3bIpe (XOICHUCTOINTHA3) U
MIPOTOKAX (XOJICOXOIUTHA3).

XoJiecTas — 3aCTOH KEIYH B KETUEBBIBOSIINX ITYTSAX BCIEACTBHE OOCTPYKIIMH Ha KAKOM-THOO
ydacTke OuimuapHoro TpakTa (0T remaronuta a0 darepoBa cocka).

XOJIeCTepI/IH — NPpEAECCTBEHHUK KCITYHBIX KUCIJIOT U CTEPOUIHBIX TOPMOHOB.
XOJIel[HCTI/IT — BOCHAJICHUE KCIITYHOIO ITY3bIps.

[nppo3 neyeHn — KOHEUHAs CTAANS BCEX XPOHUUYECKUX 3a00IeBaHUI IIEUeHH, KOTOpasi XapaKTe-
pusyercs auddys3ubm Gpudpo3oM ¢ GOpMUPOBAHUEM Y3IIOB pereHepaLnu.

JH/I0CKONNYeCcKasi PeTPOrpajHasi NMaHKPeaToXoJaHruorpagus — KOMOMHUPOBAHHOE PEHT-
TEHOYH/I0CKOTIMYECKOe MCCIIEIOBAaHNE, TIPH KOTOPOM 4epe3 3HAOCKOI MO KOHTPOJIEM 3pEHHs
B OOJIBIION TyomeHaNbHBIH COCOYEK BBOIST TOHKHH KareTep (T.e. MPOBOAAT KaHIOIHM3ALUIO), a
4yepe3 Hero — peHTTCHOKOHTPACTHBIH PacTBop.
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