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BBEJAEHUE

I'enatomeranus sBisieTCA OHUM U3 CaMbIX YaCTbhIX CUMIITOMOB Yy Z[CTCI}’I. I/ISBCCTHO, 4ToO
IIpH JTF000M MH(PEKINOHHOM M HEMH(EKIIMOHHOM 3a00JIEBAHUH MOXKET OTMEYATHCS YBEIIUe-
HHE MeYeHH, 0COOCHHO MPH HANWYUU TOKCHK03a. CrieKkTp 3a00sieBaHH, KOTOPBIE MOTYT CTaTh
MIPUYNHON TeITaTOMETaINH, HEYKIOHHO PaCIIUpsEeTCs, OAHOBPEMEHHO IOSBISIIOTCS HOBEIE
BO3MOJKHOCTH B TEpalliu paHee MaJOW3yUYCHHBIX BPOXKACHHBIX M IPHOOPETEHHBIX HapyIle-
HUIT MeTaboMr3Ma, COMTPOBOXKIAIOIIIXCS YBETTMICHHEM MTedeHu. [ ermaToMeranus COnpoBOXK/Ia-
€T CeICHC, SBIISETCS OJHUM U3 PaHHHUX KIMHHUYECKUX NPU3HAKOB JICHKO3a, BBIABISETCS MpPU
CHCTEMHBIX 3a00JIEBaHUAX COCIMHUTENBHOIN TKaHH, TIoMepyloHedpHuTe ¢ HEPPOTHIECKHM
CHUHJIPOMOM, HOBOOOPa30BaHMSIX II€YEHH, OOJNE3HAX HAKOIUICHUS, PAa3BUTHH HEAOCTATOYHOCTH
KpPOBOOOpAIIICHHS.

YBenuueHne pa3MepoB MEYEHU MOXKET ObITh Pe3yNbTaTOM HapylleHUs ee QyHKIHUU MPH
OTpaBJICHUAX, IEPEIO3UPOBKE MEANKAMEHTOB, MTOYETIHOW HemocTarogHocT. Hepenko (HO He
BCEr/a) rernaToMerajiiy CONyTCTBYIOT YBEIMYCHHUE KHUBOTA, JKEITyXa, Pa3BUTHE reMopparnye-
CKOTO CHHIpPOMa, OTCTaBaHHEe B (PM3MYECKOM M IICHXOMOTOPHOM Pa3BHTHHU. JIJIsl TOCTaHOBKU
MIPaBUJIBHOTO JIUATHO3a MOTYT IOTPEOOBATHCS CIIOKHBIN U JUTUTENBHBIN TOUCK, BKITIOYAIOIIHN
n3ydeHHe CeMEeWHOro aHaMHe3a, IMPOBEICHHEe T'€HETHUECKOro 00CIeOBaHuUs, COBPEMEHHEIE
naboparopHble 1 HHCTPYMEHTAaJIbHbIE METO/IbI HCCIIEOBaHUs. B CBSA3M ¢ pa3BUTHEM MacCOBOTO
TypH3Ma, MUTpaLiell HaCeJIeHHUsI CTajlo BO3MOXKHBIM HOSBJICHUE CPey eTei HHGEKIIMOHHBIX
Y Mapa3uTapHbIX 3a00JI€BaHM, KOTOPBIE MTPEXK/IE He BCTPEYaInCh Ha TeppuTopun Poccuiickoit
®denepanyu (peIKUX BAPUAHTOB MMapa3UTAPHBIX 00JIE3HEH, MaJISIpUH), HO B KIIMHUYECKOH Kap-
THUHE UMEIOT CHH/POM TelaTOMerainy.

B 1955 rony yBuaeno cBet nepBoe u3naHue GyHIaMeHTaIbHOW MOHOTpad UK BbIIArOIIIE-
rocst anmmiickoro renarosora Hlewnsr [lepnok «3abosneBaHus NEYSHU U KETUEBBIBOISIINX
nyTtei». Kacasch criopHbIX BOIPOCOB JHATHOCTHKH M JieueHHs 3a0oseBanuii neuenu, [leiina
[lepnok moguepkuBaja, YTO HEBAXKHO, y KOro HaOmtonaercs OOJbHOM, Ba)KHO, YTOOBI Ipe-
JKJIe BCETO 3TO ObLI XOPOIIMH Bpay, CIOCOOHBIN pa3paboTaTh MuiaH 00CIeAOBaHUS U TIOMOYb
6ompHOMY. Bpau-nieauarp A0o/bKeH paboTaTh B IOCTOSHHOM KOHTAKTe ¢ HHPEKIUOHUCTOM, XH-
PYpProM, CIIELMANNCTOM JIy4eBOH JUAarHOCTHKH, KIMHHYECKUM (apMaKoIoroM, IOCKOIBKY OT
OBICTPOTHI IOCTAHOBKH JIMarHo3a 3aBUCST JIEUCHUE, IPOTHO3 IS 3/10POBbs U )KU3HU peOeHKa.
YMeHue Bpada-neanarpa MpoBeCcTH NPaBUIbHBIN AndQepeHInanbHbIi AarHo3 CHIKAeT Be-
POSITHOCTH pa3BUTHS OCTPOU U XPOHHUYECKOH MEUEHOYHOH HEZOCTaTOYHOCTH, TI03BOJISIET CBO-
€BPEMEHHO OINPEAEIUTh TAKTUKY BEACHHS PeOCHKa.
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B noco6uu npuBeAeHb! KIIMHUYECKUE IPUMEPDI 3a00J1€BaHU, COIPOBOXKABIINXCS Tema-
TOMeraiuell, y AeTell pa3IuuHbIX BO3pacTHBIX Ipynn u3 Poccuiickoit ®enepanuu 1 61MxKHETO
3apy0esKbsl, HAXOAUBILUXCA Ha 00CIEA0BAHUY U JIeUeHUU B JleTCKOU ropoJcKoil KIMHUYECKOH
6onpuune uM. 3.A. banuseBoii (MockBa) B TedyeHHe HECKONBbKUX JeT. K coxanenuto, aHamu3
MTOKa3bIBAET, YTO B PSAJE CIydaeB MMela MECTO HEIOOICHKAa aHAMHE3a, COCTOSHHS peOeHKa,
pe3yIIbTaToB 0cMOTpa 1 obcnenoBanns. HaneeMes, 9To Hamie mocodue oMoXKeT Bpady-Tie/iia-
TPy BBIOpaTh HanboIee IPUEMIEMbIH ITyTh IUATHOCTHKY 3a00J€BaHUH, B CTPYKTYPY KOTOPBIX
BXOJMT CUHJPOM I'elaTOMEraauu.

6 TTnddepennyanpHas [UarHoCTUKA TelaTOMEraii y AeTeit

TOIIOTPA®USA TIEYEHU

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

Ieuyenn (hepar, liver) — cambiii 6ONBIIOH BHYTpEHHHI OpraH 4yejoBeka. Macca rnedeHu
y HOBOPOXXJEHHBIX cocTaBisieT 1/18 ot maccrl Tena (4,3%) u 1/50 (2,3-3%) y mereii crapuie
12 net u B3pociubix. [lepBoHauanpHast Macca eYeHN IpU POXKACHUN yaBamBaercs K 8-10 me-
csl[aM KHU3HU U yTpauBaercs K 2-3 rogam. Hanbonee HHTEHCUBHBIN POCT MEUEHH OTMEYAETCs
y nereil 14-15 ner, K OKOHYaHHIO IOAPOCTKOBOIO IEpHOJA Macca IE€YEHH COCTaBISET
1300-1400 r. OTIHUUTENEHBIMUA OCOOGHHOCTSIMU CTPOCHUSI IIEUEHH Y JIeTeil paHHero Bo3pacTa
(0coOeHHO MepBOro rojia )KU3HM) SIBISIOTCS OOMIIbHAS BaCKYJISpU3alys, ci1adoe pa3BUTHE CO-
€IMHUTEJIBHON TKaHW, HeocTaTouHas AuddepeHpOBKa MapeHXUMBbI, MaJleHbKHE (IO CpaB-
HEHHUIO C JISTbMU CTapIIEro BO3pacTa) pa3Mephl FeNaTOLUTOB U HATUYME JIBYSIIEPHBIX KIETOK.
JlonpyarocTh Me4eHU 3aMEeTHA TOJILKO B Bo3pacTe 12 MecseB, U JIHUIIb K 8§ TOy )KU3HU peOeH-
Ka IIe4YeHb UMEET CTPOEHHE, aHAJOTMYHOE CTPOSHUIO NIEYEHH B3POCIIOTO YeI0BeKa.

[eyeHs pacronoxeHa HEMOCPEICTBEHHO MO AuadparMoid, B MpaBOM BEPXHEM OTIEIe
OpIOIIHOM TOJIOCTH U BJIEBO OT CpenuHHON nuHuM (puc. 1). BepxHss rpanuna mnpaBoit gonu
MIEYSHH NP MaKCHMAIIBHOM BIIOXE pacroyiaraetcsi Ha ypoBHe [V MexpedepHOro mpoMexyTKa
I10 TIPABOH CPETHEKIIOYNIHON JIMHUH.

Puc. 1. HopmanbHubie pa3mepsl neuenu  'enaromeranus
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BepxHsist TOUKa J€BOH 0IM EUEHU JOCTUrAeT V MeXPeOEpHOro MPOMEXKyTKa I10 JIEBOit
napacTepHanbHON MMHUM. BepxHuil kpail meueHu UMeeT HECKOIBKO KOCOe HallpaBJIeHHe, Ipo-
xogjsuiee o auHuK ot IV mpasoro pedpa 1o xpsia V nesoro pedpa. IlepeaneHuxHuil kpaii
cIpaBa IO MOJIMBIIICYHON JIMHUN HAaXOAUTCS HA ypoBHE X MexpeOepHoro npomexyrtka. Ero
MPOEKIHSI COBMAIALT C KpaeM peOepHOIl IyTH 1Mo MpaBoil CPeIUHHOKIIOYNIHON JTUHIA. B ool
oOacTu nepeAHuil Kpail IeYeHn OTXOAUT OT peOEepHOM YT U TSHETCS KOCO BIEBO U KBEPXY,
10 CpeHeN JTMHUN OH MPOELUPYETCsl Ha CEpeIUHY PACCTOSHUS MEXIy ITyIIKOM M OCHOBaHH-
€M MEYEBHUIHOTO OTpocTKa. [lanee mepeaHnil Kpai mevueHu MepeKpeIinBacT JIeBYI0 peOepHyo
nyry u Ha ypoBHe VI pebepHoro xpsiiiia o JeBoi napacTepHaIbHOM JIMHIH IEPEXOUT B BEPX-
HUH Kpail. AHATOMUYECKY B TICUEHU BBIIEISIOT ABE TOJU — IPABYIO U JIEBYIO.

[lennarpamu u TepaneBTaMu AJIs ONPEAETICHUS Pa3MEpOB MEYEHN MOXKET UCIIO0NIb30BaTh-
cs1 Metonuka nepkyccun nedenu no M.I. Kyprnosy [2]. [nst onpenenenust BepxHei rpaHULBI
a0COMIOTHOM TYIOCTH TIEYEHH IPUMEHSETCS «TUXasD» HEPKYCCHUsl, KOTOPasi IPOBOIUTCS CBEPXY
BHI3. [lepkyTopHas rpaHuLia OTMEYaeTcst [0 BEpXHEMY Kpalo Hajblia-mieccuMeTpa. BHauane
OIIPEACIIACTCA BEPXHAA I'paHULIa IICYCHU 10 npaBoﬁ Cpe}lHCKH}OqM‘{HOﬁ JIMHUH.

Jns onpesnenenys BepxXHeH IpaHuUllbl aOCOMIOTHOM TyNOCTH MEYEHH 0 CPEAUHHON JIU-
HUU NIPOBOJUTCS NEPIEHAUKYILIP OT BEPXHEH IPaHULIbI IEYEHH 110 IPaBoil CpeTHEKIIOUNYHON
JIMHUU K CPETUHHOM JIMHUM KUBOTA.

Jn1s BBISIBIIEHUS! HYDKHEH paHHIIbI IEY€HH MPOBOJUTCS aHAJIOTHYHOE BBICTYKHBAaHHE I10
MIPaBOH CPeHEKITIOYMYHON JTMHUY, CPEANHHON JIMHUU >KUBOTA CHU3Y BBEPX METOIOM THUXOH
nepkyccud. IlepkyTopHas rpaHuiia OTMEYaeTcs o HIKHEMY Kparo naiblia-muieccumerpa. [lo-
CJI€ 3TOTO MOJKHO OIPEETTUTh Pa3Mepbl IEUCHH:

e paccTOsSHHE OT BepXHEH /10 HIKHEH I'paHMI] TIEYEHH 110 CPETHEKIIOUHYHON JINHUM;

e pPAacCTOSHUE OT YCIOBHOM BepXHEH /10 HIYKHEW TPAHUIIBI [TEYEHH 110 CPEINHHON JINHUU

JKUBOTA,
e pPAacCTOSHUE OT YCJIOBHOW BEpXHEW TPaHMIBI MEYEHH MO CPEAWHHOW JIMHUU KUBOTA
JI0 HI)KHEH TpaHULBI IO JIEBOMY peOepHOMY Kparo.

Pa3meps! neuenn ymensinatores B npegenax 0,5-1 cM npu HU3KOM pOCTE U yBEJINYHBa-
1oTcs B mpeznenax 0,5—1cM. npu BEICOKOM pocCTe.

Bennuuna abCcoMOTHOM NEYEHOYHO! TYIOCTH 3aBUCHT OT Bo3pacTa pedeHka (tabi.1).

Taoauma 1
Pasmepsl neyenu no MLI. KypJioBy B 3aBHCHMOCTH OT BO3pacTa (B CM)
Bo3spacr nereit
JIuHUM u3MepeHus
1-3 rona 4-7 aer 8-12 ser crapuie
12 aer
ITpaBas cpeqHEKIIOUNYHAS 5 6 8 10
Cpenunnas 4 5 7 9
JleBas xocas 3 4 6 8
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V U1l ¢ THIepCTEHNYECKUM TUIIOM TEJIOCIOKEHHS NIEYEHb MOKET 3aHUMATh JIEBYIO I10-
JTOBHHY OpIOIIHOM MOIOCTH IPU BBICOKOPACTIONOKEHHOM M HETIAIbIINPYEMOM HIDKHEM Kpae.
VY 1M1l ¢ THIOCTEHMYECKUM TUIIOM TEJIOCIIOKEHHS M 04eHb OCTPBIM HOArPYAMHHBIM YIIOM
Te4eHb MOXXET 3aHUMATh MIPaBYI0 TOJOBHHY OPIOITHOM MONOCTH, a €€ Kpail MOXKET MaJIbITHPO-
BAThCS HIDKE Kpast peOepHoOH AyTH, paBee cepeIrHbI MPSIMOH MBIIIIBI )KHBOTa. TakuMm obpa-
30M, NaJIbIIUPYEMbIH Kpail IeueHH He BCEra yKa3bIBaeT HAa HAJIMUUE rernaToMeraaum.

VY 310pOBBIX €Tel paHHETO BO3pacTa O pa3Mepax IE4YEeHHU CyAAT 110 BEpXHEW rpaHHle,
YCTaHOBJIEHHOW NMEPKYTOPHO, M MO0 HMXKHEH, ONpeesieMON MIPpYU MEePKYCCHH WM Majblalyuu
(tabum. 2).

Tadnnma 2
Cpennnii BepTHKAJbHBIN pa3Mep Ie4eHH y AeTei
(II. lepmok, dx. dynun, 1999)

Bo3spacr pedenka Pa3mep neyenn (cm)
MIPH POXKIACHUU 5,6-5,9

2 mecsina 5
1 rox 6
2 roga 6,5
3 roma 7
4 roga 7,5
5 ner 8
12 ner 9

[Ipu BbISBIEHHH TeTIaTOMETraJMK ITOCPEACTBOM HaJbIAlUU CIIEAYET yAOCTOBEPUTHCS B
TOM, YTO MAJBIIUPYETCS UIMEHHO MEUEHb, a HE KaK0e-TH00 Jpyroe o0pa3oBaHue, pacioIoKeH-
HOE B MPABOM BEPXHEM KBaJPaHTE KHBOTA (HATIPUMED, KEITUHBIH My3bIph, OMYX0JIb TOJICTON
KUIIKA WM KaJIOBBIE MacChl B HEM).

KOHTPOJIBHBIE TECTOBBIE 3AJTAHUA:
Hucrpykuus: BeiOSpUTE OUH IPABUIBHBII OTBET
1. YkaxxuTe OTHOCHUTEIbHYIO MACCy [IEUYEHU Y HOBOPOXKAECHHBIX:

1. 1/3 or maccel Tena
1/6 ot maccsl Tena
1/18 ot maccel Tena
10% ot MacchI Tenma
30% ot MacchI Tena

nhA WD

TIpaBunbHEI OTBET: 3
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2. Ykaxure OTHOCHUTECJIbBHYIO MAacCy IMCUYCHU y MOAPOCTKOB 1 B3POCIIBIX:

L.

wnohw

1/6 ot maccsl Tena

1/10 ot macchI Tena
1/30 ot macchl Tena
1/50 ot macchI Tena

1/100 ot maccsl Tena
IIpaBunbHeIi oTBET: 4

3. B kakoM Bo3pacTte CTpOEHHE MeYeHH peOeHKa COOTBETCTBYET CTPOSHHUIO MTEYSHHU B3POC-
JIOTO YeioBeKa?

Nk L=

12 mecsueB
2 roma
8 met
12 net
18 net
IIpaBunbHBIH oTBET: 3

4. Tepeuncnure 0CHOBHbIE MOP(OIOrHUECKUEe OCOOCHHOCTH CTPOCHUS MEUYeHH peOeHKa
HEePBOTO T0fIa KU3HH:

1.

o0e/HeHHAs! BACKYIIIPH3ALIHsl, BEIPAXKCHHAS JIOJIBYATOCTD, CIA00e pa3BUTHE COCIIH-
HHUTENBHON TKaHU

00MIbHAS BACKYIISIPU3AIIKs, Cl1ab0e Pa3BUTHE COSTMHUTEIBHON TKAHH, HEIOCTATOY-
Hast AubPepeHIPOBKa TaPSHXUMBI

OOMIbHAS BaCKYJSIPH3ALNs, BBIPAKEHHAs JOJIBYATOCTh U MUddepeHInpoBKa ma-
PEHXHUMBI

o0e/IHEeHHASI BACKYJISIpU3aLis, CIa00¢ Pa3BUTHE COCANHUTEIILHON TKAHH, BRIPAXKEH-
Has U PepeHIINPOBKA MAPEHXUMBI

o0WIbHas BACKYJSIPU3ALHS, OTCYTCTBUE OJNBIATOCTH, BRIPAXKEHHAs quhepeHLi-

POBKa MapEHXUMBI
IIpaBunbHEIL oTBET: 2
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KJIACCUOPUKALINA OCHOBHBIX ITPUYHNH
IF'EINATOMETAJIMHA

B HacTosiee BpeMsi B MUpe HACUUTBIBAETCS OKoyIo 300 MpUYHH renaroMerainy.

ITo Mepe COBEPIICHCTBOBAHKS JUATHOCTUKY M BHEIPEHHUSI HOBBIX METOJIOB UCCIICA0BAHHS
M3MEHSUIACh TPAKTOBKA MPUYHH, CIIOCOOHBIX MMPUBECTHU K YBEIUYEHHIO redeHr. OHaKo, He3a-
BHCHMO OT YPOBHSI 3HAHUM M MMEIOIUXCSI METOIOB OOCIICIOBaHMs, BPAYH BCETA CTAPAIIKChH
OIPE/IEIUTD CBSA3b TeAaTOMETAINHI ¢ PA3BUTHEM BOCIAJICHHMS, HAPyLIICHHEM 00OMEHA BEIECTB,
XOJIECTA30M.

OpnHa U3 MEPBBIX COBPEMEHHBIX KITACCH(DUKAIMI MPHYMH rernaroMeraand Obuia Ipem-
craBnena W.A.Walker et al. B 1975 roay (Ta0mn.3).

Knaccugukanus renaromeraiuii, npecTaBlieHHas B AIEKTPOHHBIX pecypceax (Wikipedia),
naét Goliee pacUIMPEHHYI0 XapaKTePUCTHKY TIPUYMH YBEIMYCHUsI MeueHH (Tad. 4).

Takum 00pazoM, MpH ONpeaesiCHUH MPUYNHBI TeMaTOMETAINH CIIEAYEeT YYUTHIBATh, YTO
OCHOBHYIO I'pyIITy ()aKTOPOB, CIOCOOCTBYIOIINX YBEIUYCHHUIO IEUEHH, COCTABIISIFOT UHPEKIIH-
OHHO-BOCHAJIUTENbHBIE 3200JI€BaHUs, KOTOPBIE JIOJDKHBI OBITh HCKITIOUEHBI B TIEPBYIO OUEPEb.
HexoTopbie HH(EKINOHHO-BOCTIATIUTENbHBIEC 3a00eBaHUs Te4eHH (B yacTHOCTH renatut C)
HE UMEIOT SIpKoi MaHH(ecTalMy U B MOAABISIONIEM OOJIBIIMHCTBE CIy4aeB MPOTEKAIOT Oec-
CHUMIITOMHO WJIM KIMEIOT MaJIO BBIpa)KeHHBIE KIIMHIUYECKUE pU3HaKu. BTopoe mecto no yacro-
T€ 3aHUMAIOT AHOMAJIMU Pa3BUTHUS JKEITYEBBIBOMAIIMX IyTEH, 0COOEHHO aKTyalbHbIE Y HOBO-
POXXKICHHBIX U JETeil paHHETo BO3pacTa.
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Taomuua 3
IIpuynHbI renaToMeraaum y aereit
(W.A. Walker et al., 1975)

Taoauua 4
OcHOBHBIE NTPUYHMHBI TeNaTOMerajInu
(Wikipedia, 2015)

IMaTroreHeTn4yeckue
3a6oeBanns,
MeXaHU3MbI PA3BUTHS
BBI3BIBAIONIHE TeMATOMEr AJTHIO
renaroMerajnu
« Bpoxpentbie nHbeKIHM (TOKCOIUIa3MO3, TepIIec, IMTOMera-
noBupycHas nHpeKuys, GpeTanbHbIT CMHAPOM KPACHYXI)
o [ematut A, B, C
Bocmanenne o Abcrecc mevenn (ameGHbIIL, GaKTepUaTbHBII)

« Tokcokapos, IMCTOCOMATO3
« Toxcuueckoe 1 1eKapCTBEHHOE TIOpaskeHNe TIeUeHn
o O6CTpyKIA BHYTPHU- Y BHETIEYEHOUHBIX XKETYHBIX ITyTel

Hapymenne orToka kKpoBu
U JKeIT4n

o [luppo3s neyenn

o bone3np Bunbcona

» CTeHo3 1 TpoM603 BOPOTHOIL U Cele3eHOYHOI BEHDI
o MuenmongHas MeTariasus

» BospericTBre BUHMIX/IOpUTA

o ATpe3ns eTYHbIX IPOTOKOB

« CeppieyHas HEFOCTATOYHOCTD

Bosesunu oomena BCIICCTB

o [IMKoreHo3bI

» Mykononucaxapuosbl

o bonesnp Tomre

o bonesupr Humana-Iluka

o lanrnmosugos GM1

o Jepuuur dl-aHTUTpUIICHHA
o« AMunonmos

« [Topdupun

o bonesup Bunbcona

WudunsrpaTuBHOE IOpaXKe-
HUE

o lemonuTIryeckast 60/1e3Hb HOBOPOXK/JEHHBIX
« MeTacTasbl OIyXommn

o [mcTuonuros X

o Jleviko3

« JIumdoma

o [ermaTroma

« Jemoxpomaros

o AMuIONI03

» BHEKOCTHOMO3TOBO€E KPOBETBOPEHIIE

IlepBuunoe nopaxeHue
Ie4eHn

o ITepBuYHBII OMIMAPHBIIL UPPO3

« BpoxxenHslit pubpos meveHn

o My/IbTHKICTO3 IIeYeHN 1 TOYeK

« HacrencTBeHnHast reMopparndeckast TeleaHI 9K Tasyst

luneprasust KynpepoBCKUX
KIIETOK

« Cercuc
« IpanynemarosHblii renatuT

o [unepsutaMmnHo3 A

1.

2.

3.

8.

9.

Vudexmusa/BocnaneHue:

o emaTutsr -
BUPYCHBIe (IpUYMHAMM KOTOPBIX MOTYT ObITh Bupychl remaruta A, B, C, D, E, G,
SmureitH-bapp, nuromeranosupyc, reprec, Kokcaku, KpacHyxa 1 apyrue);
OakTepuanbHble (CeICuc, aKTepyanbHblil SHAOKAPANT, OpyLie/ies, IENTOCINpPO3a,

abcriecc meveHy, 60/1e3Hb KOIMIAYbYX LAPAIIoK);

CBsI3aHHBIE C APYTUMU NH(eKIUAMN (PUKKETCUM, TPUOKOBbIE IOPaKeHN!,
MaJIApHsA, TOKCOIIa3MO3, aCKapuI03, TOKCOKapo3, LIMCTOCOMMA3, aMebuas);
BbI3BaHHbIE TOKCMYECKVM IOpa)keHNeM IIeYeHN;
BBI3BaHHbIE Ay TOMMMYHHBIMM 3a00/IeBaHIAMY;
BbI3BaHHbBIE Ay TOBOCIIA/IUTE/IbHBIMY 3200/l BAaHUAM;

o XO/maHTUTHI.

OG6CcTpyKIuy 6MINAPHOTO TPAKTa:
o OMIMapHas aTpesus;

« 6onesub Kapomy;

o CUHAPOM AJIXXMIA.

TeMonmuTHUYeCKIEe AaHEMMM:

o TIpY TeMOIIOOMHOMATHAK;

o TeMONUTUYECKAs aHeMysA, 00YCIOBIeHHas AeUUUTOM ITI0K030-6-hocdaTnernporeHassl;
o VAMOIATNYECKAsA Ay TOUMMYHHAsI TeMOTIUTIYIeCKast aHeMMS;

* VI30MMMYHHas FeMOJIUTIYECKas aHeMIS;

* TaJlaCCeMMS;

* BPOXK/ICHHAA AM39PUTPONOITIYECKAs aHEMMUA.

3a6oneBaHNsA CeplEeYHO-COCYAUCTON CHCTEMBI.
TpaBMbI HeyeHm.

CocyaucTple HapyleHNA:
« cunpgpoM bapma-Knapn.

HeonnmacTuyeckie nmpoeccsr:

* TeMaHTVIOMA TIeYeH;

o TeNaTOLe/ITIONIAPHBII PaK IeYeHI;
* MIETIOMa;

* 607me3Hb XOMPKKIHA;

o JIEIKO3;

o muMboMma;

o MeTAcTasbl.

IIpno6peTennble HapyLIeHN MeTa6oMN3Ma:
 HEa/IKOTOJIbHBIII CTeaTOreNaTIT;

» cuHApoM Mopuaka;

« IIOJIHOE TTApEeHTepaIbHOE IUTAHME;

o MaJIbHYTPUTUBHBII CUHIPOM;

Bpoxpennpie HapynieHns MeTa6onmsma:
« Boresnu HakorieHns (MIv IM30COMHBIE 60Ie3HI HAKOIUICHMA)
 BpoxxieHHble HapylIeHNs MeTabonn3Ma, He CBA3AHHBIE C IM30COMHBIMI HapyIIEHUAMM.
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KOHTPOJIBHBIE TECTOBBIE 3AJIAHUS:
HHcrpykuus: Beibepure onuH IpaBUNbHBII OTBET.

1. Kakas rpymnna 3a0oneBaHull sBiseTcs HauOoslee 4acToil NpPUUMHON TremaromMera-
mmu y pereit?

AQHOMAJIUM PAa3BUTHSA JKEIUEBBIBOIAILMX ITyTEH

BPOKIEHHBIE TEMOIIUTHYECKUE aHEMUH

MH(EKINOHHO-BOCTATHUTENbHbIE 3a00JICBaHMUS TIEYCHU U KETIEBBIBOSIINX ITyTeH
JM30COMHBIE 6OJI€3HH HAKOIIIEHUS

3a0071€BaHMA CEPAEUHO-COCYAUCTOH CHCTEMBI

nh LD

TIpaBunbHEIN OTBET: 3
2. K npuoGpeTeHHbIM HapyLIEHUsIM MeTa00Iu3Ma OTHOCUTCSL:

1. 6omne3ns Kapomu

oone3ns Humana-ITnka
6ose3nb [omme

cuaapoM Mopnaka
reMo(aroUTapHbIA CHHIPOM

wnhkwn

IIpaBuinbHbIi oTBET: 4
3. K kakoii rpymmne npu4uH renaroMerajuu OTHocUTCs 001e3Hb XOKKUHA?

I/IH(i)eKIII/IOHHO-BOCHaJ'II/ITeJ'H)HI)Ie 3a00JICBaHUS TTCYCHHU
HACJICACTBCHHBIC HAPYILICHUA MeTadonu3Ma
HEOIIaCTHYCCKHE 3a00ICBaHUS

AHOMAJIMU pa3BUTUA 6I/IJ'II/IapHOFO TpaKTa
HpI/I06peT€HHBIe TEMOJIUTHYCCKUE aHEMHHU

Nk L=

IIpaBunbHeIi oTBET: 3

4. Kaxoe 3abosieBaHue, BBI3BIBAIOIIEE TEMATOMETATHIO, OTHOCHTCS K BPOJKICHHBIM Hapy-
mIeHusIM MeTabonm3ma?

HEaJIKOTOJIbHBIN CTeaTorenaTuT
6onesns Tomre

cunapom Knapn

OunuapHas aTpesust

CHHIPOM AJIaXKUIIs

RS

IIpaBuibHBIN OTBET: 2
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OBCJEJOBAHUE PEBEHKA C TEHNATOMETAJIMEN

B mpomecce qUarHOCTHKH MPUYMH TelaTOMETallid MOKHO BBIACINATH HECKOJIBKO JTaIroB
00CIIeI0OBaHuS, KXK/IbI U3 KOTOPBIX BaXKEH M HE MOXKET OBITh mpomyineH [2, 8, 9, 12].

3.1. Kanoonr

W3BecTHO, 4TO y JeTei, 0cOOEHHO PaHHEro BO3pacTa U MOAPOCTKOB, kKajlo0bl HE BCEraa
OTpaXKaroT KIMHUKY Oone3HH. OTHAKO NPH BBISBICHUN reaTOMETalIni He00X0JMMO 00paTHTh
BHHUMaHHUE Ha 3 TPyNIIbI Kanoo:

e aCTCHOBEreTaTHBHOIO Xapakrepa (ci1abocTh, TOJIOBHBIE OOJH, TOJOBOKPYKEHHE,
BSJIOCTh, JJaOMJIBHOCTh HACTPOEHUS, Pa3IpaKUTEIbHOCTh, NMOTIIMBOCTh, HApYyIICHHE
CHa);

¢ TAaCTPOIHTEPOIOTUUESCKHE (CHIDKEHHE amleTHTa BIUIOTH O AHOPEKCHH, TOLIHOTA,
PBOTa, OTPBDKKA, M3)KOTa, OO B JKMBOTE, U3MEHEHUE OKPACKU CTYJa, €r0 YacTOTHI,
MIPU3HAKH CTEATOPEN);

* XapaKTepH3yIOUIHe BOCTIAIUTENBHYIO PEaKIHUIO (JIMX0paaKa, HOTeps MacChl, MUAITHI
U apTPaJTHH, YK3aHTEMBI).

3.2. Coop anamHe3a

COop aHaMHe3a BKJIIOYAET J{Ba INIaBHBIX KOMIIOHEHTA: YTOUHEHUE aHaMHe3a 3a00JIeBaHUs
1 aHaMHe3a >KU3HU. VI3BecTHBIH coBeTCKkUil neauarp, akageMuk Anexcanap dénoposud Typ
rOBOPUIL: «AHAMHE3 UM pacciIpoc 00 00CTOATENbCTBAX, NPEIECTBOBABIIMX U COILyTCTBO-
BaBILIUX JaHHOMY 3a00J€BaHMUIO, SBJISIETCS OUEHb BaXKHBIM MOMEHTOM B 00IleM 0OcCIen0Ba-
Hum» [A.®. Typ. [Iponenesruka nerckux 6onesneit. 1957].

AHaMHe3 3a00JIeBaHUS: TIPU OCMOTpPE, ONMpoce PeOEHKA U €ro POACTBEHHUKOB BAXKHO
YTOYHUTH BPEMsI MOSBICHUS TEPBBIX MPH3HAKOB 3a00JICBAHUS, BBISBUTH (DaKTOPBI, TpeIie-
CTBYyIOIIME MaHU(ecTaluu 00Ne3HH, 0COOCHHOCTH TeUeHHUs 3a00JieBaHMs B AMHAMHUKe. [Ipu
cOope aHaMHe3a HEOOXOIUMO COOMIOIATh KOPPEKTHOCTh B OTHOIICHUU AETEH W3 COLUABLHO
HeOJIaronoyqHbIX ceMel ¥ MOAPOCTKOB, HO TIPH 3TOM CTapaThCsl BEIIBUTH HATMUNE BPEIHBIX
IIPUBBIYEK (TOKCMKOMAHNH, HAPKOMaHHH, aIKOTOJIM3Ma), PAHHHUX MOJOBBIX KOHTAKTOB.

Anamue3 xu3Hu: cormacho A.®. Typy [1957], naubonee «uenecoodpa3HO HavaTh
cOop aHaMHEe3a JKU3HU ¢ YTOUHEHHS BO3pacTa poxuTenei, ux Npoeccuu U yCIOBUH KU3HU
U paboThI»; Aanee YTOYHUTH aKyLIepPCKUi aHaMHe3 (IeCTO3bl, BHYTPUYTPOOHbIE NH(EKINH,
yrpo3a IpepblBaHMs, aHEMUH); T'MHEKOJIOTMUECKMH aHaMHe3 Marepd (Haauyue BOCIHaIu-
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TENBHBIX 3a00J€BaHUM, a0OPTHI, BHIKHBIIIN); TCICHHE HACTOSIICH OEPEMEHHOCTH M POIOB
(Bec, pocCT, OILICHKA 10 MIKajie Anrap, peaHMMalldOHHBIE MEPONPHATHS); COMATHYECKOE 3/10-
pOBbE OOOMX pOAWTENEH; HAMOHAJIBHOCTh (HEKOTOPBIE 3a00NIeBaHHUS XapPAKTEPHBI TOJBKO
JUISL OTIPEACIICHHBIX 3THHYECKHUX TPYII); POACTBEHHOCTh Opaka; MECTO POXICHHUS peOeHKa
(9HAEMHYIHOCTH TIO ONPENEeNICHHBIM 3a00JI€BaHUsIM MECTHOCTH, HAIPUMEp, MAISPHUs); BPea-
HBIE IPUBBIYKU POANTENEH (KypeHUe, TOKCHKOMAaHNs, HAPKOMAHHS, aJIKOTOJIM3M); IepeHECeH-
HBIE ONEpPaTHBHBIE BMEIIATEIHECTBA U TEMOTPAHCHY3UH; SITHISMHUOIIOTHIECKUE JaHHbBIE (KOH-
TaKT ¢ MHPEKIMOHHBIMU OOJNFHBIMH, MTapa3uTapHble 3a00JIeBaHI, IOCEIIEHHE IPYTHX CTPaH,
SMHUIEMHYECKasi 00CTAHOBKA MeCTa MPOKUBAHUS ); IPOPUIAKTHUESCKHIE TPUBUBKH (CPOKH MPO-
BEJICHUSI, HAJIMUUE OCIIOKHEHHH); paHee MPOBOAUMOE JIEUCHNE; aJNIEProJOrHIeCcKiii aHaMHe3
(monnMHO3, MUIIEBas U JEKapCTBEHHAs aJUIEPTHsl, KOHTAKTHBIN JepMaTUT); TeHEeaTornuecKui
aHaMHe3 (COCTOSIHUE 3I0POBbS POJICTBEHHUKOB).

3.3. OcmoTp pebenka

Bo Bpems ocMoTpa peOeHKa Ha BHICOKYIO BEPOATHOCTb 3a00/1€BaHUl NEYEHH yKa3bIBalOT
CIIEAYIOIINE CUMIITOMBI:

* JKenTymHoe okpamrBaHue KOKHBIX TOKPOBOB, CIM3UCTBIX U CKIIEP.

o IIurmeHTanms.

* IleueHouHsIl 3amax.

* CyxOCTb ¥ HIETYIIEHUE KOXKH.

* Pacuecsl.

* I'emopparuueckasi ChIIIb.

» KcaHTOMBI 1 KCAaHTEIa3MBl.

* TeneaHrnosKTa3uu.

 JlenurMeHranus 1 BblaileHUE BOJIOC.

* Tloreps nnu U306BITOK MacChl.

* «bapabaHHbIE TAIOUKNY.

* lc4epueHHOCTb HOITEH.

» ['mnekomactus.

* BeHo3Has ceTh Ha nepeAHeH OPIOLIHOM CTEHKE B BUAE «TOJIOBBI MEILY3bD».

+ Kombo Kaitzepa—@ineiimepa 1o nepudepuu pagxykHOI 000I0UKH.

» HenpusATHBIN IPUBKYC BO PTY.

* CTOMAaTHUTBI ¥ THHTUBUTHI.

* YBenmyeHue TuMQaTHIECKUX Y3II0B.

» Acnur.

* Hespornoruueckue HapyIIeHus, 3a/iepKKa (HapylnieHHe) ICHXOMOTOPHOTO U (u3ude-

CKOT'O pa3BUTHSI.

3.4. UncTpyMeHTAJIbHbIE METOABI 00C/IeI0BAHNS

HpI/I 06CJ'IC,Z[OB3HI/II/I pe6eHKa C remaromMerajane HCO6XOZ[I/IMO OJHOBPEMCHHOC Ha3HaA4c-
HHUC NHCTPYMCHTAJIbHBIX U na6opaTopHI>1x METOAOB, YUUTHIBAs, YTO Y Jereit PaHHEro Bo3pacra
BO3MOXHO 6BICTp0€ MIPOrpeCCUpOBAHUC XOJIECTa3a U HUPpPO3a. I/IHCprMeHTaHLHHe MCTObI
HCCIICAOBAaHU YK€ Ha pAHHHUX dTallaxXx MOT'YT OKa3aTb HCOLCHUMYIO IIOMOIIL B paHHeﬁ Jaua-
THOCTHKE 3a00JICBaHUs.
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Y Ka)x10ro U3 HHCTPYMEHTAJIbHBIX METOZIOB MMEIOTCSI IOCTOMHCTBA U HEIOCTATKH, O/IHA-
KO IOCJIe/IOBAaTEIbHOE HCIIONb30BaHNE HEMHBA3UBHBIX U MHBA3UBHBIX METOJIOB 00CIIE€I0BaHUS
rmoMoraet Bepu(UIMpoBaTh Auaruos (2,3,4).

[TokazanusmMu ans yneTpasBykoBoro uccienoBanus (Y3U) nedenu, kak Hauboiee 10-
CTYIHOTO MHCTPYMEHTAJIbHOIO METO/A, SABJISIOTCS MHOTHE KIMHUYECKHUE CUMIITOMBI U YKaJlo-
661 OonpHOTO [8]. Y3U mpoBoauTcs mipu 00X B )KUBOTE, 00BEMHOM 00pa30BaHUH, KEITYXE,
JKEITYIOYHO-KUIIIEYHOM KPOBOTEUECHUH, KIIMHUKE OCTPOro >kuBoTa. CaMoi 4yacToi MpUYMHOI
IUISL YABTPa3BYKOBOTO MCCIIENOBAHUS OPraHOB OPIOLIHOM IOJIOCTH SIBIISCTCS TeaTOMETalusL.

ITpu ynbpTpa3ByKOBOM UCCIEIOBAHMH OOBIYHO HE IPOBOAATCS H3MEPEHUS BEPTUKAIBHBIX
Pa3MepoB MEUSHH, TAK KaK CEIaTh 3TO JOBOJIBHO TPYAHO. M3MepsieTcsi MakCUMaJIbHbIH nepet-
He-33JJHUI pa3Mep WM TOJIIMHA NMPaBOHW J0JU rnedyeHu. VHoraa Bo3HHKAaeT HEOOXOAUMOCTh
OLICHKHU yIila COCAMHEHHs nuadparManbHOW M BHCLEPAJIbHOW MOBEPXHOCTEU MeYeHH. Yol
IIpaBOii 10711 B HOpME cocTaBisieT 45—75°, neBoii — 45°. YBenuueHue yria, ero 3aKpyricHue
MIPOUCXOIUT TPU NMApEHXUMATO3HBIX W3MEHEHUSX IeUYeHH M Yalle BCero HaOIIoaeTcs: mpu
LUpPpO3€e, XPOHUUECKOM TeMaTHTe, )XUpOoBol MHHUIbTpanuu.bobioe 3Ha4eHne B nociaenHee
BpeMs MPHOOpeTaeT JONIIIEPOBCKOE HCCIIEIOBAHUE COCY/I0B IEYEHN U BOPOTHOM CUCTEMBI JUIs
OLIEHKH HOPMaJIbHOTO KPOBOTOKA C II€JIbI0 UCKIIFOUEHHsI CHHAPOMA MOPTAIbHON TUIIEPTeH3UN
[8]. [Teuens momyvyaeT KPOBb U3 ABYX COCYAUCTHIX CHCTEM — M3 BOPOTHOH BEHBI M 00LIeH mede-
HOYHO# aprepui. [1o mocneaneit mocrynaet okoio 1/3 Bceit HEOOXOAMMOI IS IEYCHH KPOBH.
Ipu Tsoxensix TudOY3HBIX TOPAKEHUSIX ITEYSHH MEHSETCS] KPOBOTOK B OOIIEH NMeuyeHOYHON
apTepud. B OCTpBIX cHUTyalusx apTepHsi pacIIUpseTCs] C yBENWYEHHEM OOIIero KOJIN4ecTBa
IIpUTEKAIoIe KpoBU (YBEIHMUMBAIOTCS CHUCTOIMYECKass M AWACTONNYECKas ckopocTn). IIpm
XPOHHYECKUX NMOPaKEHHUSIX apTepUaIbHbIM KPOBOTOK TAKXKe YBEIMUMBAETCS, HO OJJHOBPEMEH-
HO OTMEYaeTcsl MOBBIIICHHE OTHOCUTEIBHBIX MOKa3zaTreneil — uugexca pesucreHtHocTH (RI)
u nyabcanuonHoro unzaekca (PI) Ha GpoHe cHIKeHUs AMACTOTMYECKON CKOPOCTH.

[Ipu xoMIBbIOTEPHON TOMOTpaguu U300paKEHHUE MTEUCHHU MOTYyYaeTCsl B BUIE MOCIEN0-
BaTEJbHBIX TOPU30HTAIBHBIX 10—12 cpe30B, 4TO MO3BOJSET BHIIBUTH OUaroBbie U JUQPQY3-
Hble 3a00/I€BaHUs TIEUEHH, IPU3HAKU CTEATO3a U FeéMOXPOMATo3a, COCTOSIHUE COCYIUCTOH
cucrtembl. HemocrarkaMu KOMIBIOTEPHOM TOMOTrpaduu sBISETCS BBICOKAasi CTOMMOCTD H JTy-
yeBasi Harpys3Ka.

MarHuTHO-pe30HaHCHas: ToMorpadus sBISETCS CaMbIM YyBCTBUTEIBHBIM U JOPOTHM
METOIOM JUAarHOCTUKU. C MOMOINIbI0 MAarHUTHO-PE30HAHCHOW TOMOTPa(UU BBISBISIOT KH-
CTBI, HOBOOOPa30BaHHs, TeMaHTHOMBI, HAPYIIEHUsI TOKA JKETYH, YTO OUYSHb BKHO MPH OH-
JIMapHOW aTpe3wH.

VHBa3uBHbBIE METO/IBI MCCIIE0BAHNA (JIAIIapOCKOMHS, PETPOTrpaHast XOJICUCTOX0IaHT H-
orpadusi, OMOTICHS TIEYSHN ) TIPOBOASATCS B IMATHOCTHYECKN HESICHBIX CIIyJasX: IIPU rernarome-
TaJIMsX M JKeNTyXe HESICHOH 9THOJIOTUH, HOBOOOPa30BaHMSX IIEUSHHU, IOO3PEHUH HA TEMOXPO-
Maro3, aMHIIOUI03, JIMTIOU/103, ITTMKOTEHO3 (Taoum.s).

VI.H. 3axaposa, M.JL. ITsixos, A.H. TopsitnoBa, 3.B. Kanoesa, E.A. ®unumnmoa 17



Taonuna 5

XapaKTepncnﬂca HHCTPYMEHTAJBbHBIX METOA0OB OGCJIGIIOBZIHI/IS[ NpHu renaroMerajauu.

TTo3BoNsIET OIIEHUTE CO-

Heo0OxoquMo 1711 OLIEHKH CO-
CTOSIHUSL BEH IHIIEBOAA M Ke-

DHIOCKOITUYECKOE JyJKa MpHU XpOHUYECKOH meye-
10 CTOSIHHE BEH ITHIIECBO/IA <

HCCIIEIOBAHUE W KeyIL K];l A3 | younoit HenocTarounoctu. ITo-

Y Ka3aHO NpPHU KPOBOTCUSHUSX W3

BEH MHILEBOJIA U XKEITyIKa

MarHOCTUKA BPOXKACHHBIX H

HNmeer HUYCHH A "

11 Buorncus neuenu CCT OIPaHIICHHOC MPHOOPETEHHBIX 3a00JIeBaHUI

IIpPUMEHEHUE

HIEYCHH, IIUPPO3a

[
I‘D‘;[ Ha3Banue metona JocTynHocTh JlocTouncrBa
VYiBpTpa3ByKoBOE BosmoxxHOCTB OBICTpOTO 00CIE-
1 pasBy OO0 10CTYITHO poro,
HCCIIeIOBaHUE noBanusl. HenHBasuBHbIH MeTON
€HKa MeYEeHOYHOT0 KPOBOTO-
VneTpa3BykoBOE O 1y
Ka, TMO3BOJSIONIAS Ha pPaHHHUX
2 HCCIIeIOBaHUE OO01e10CcTyMHO
¢ onmeporpadueit CTausAX AMarHOCTUPOBATh IOP-
TaJIbHYIO TUTICPTCH3UIO
Nwmeer orpannuennoe | BrisiBisier ouarossie u quddys-
3 Komnsrorepnas IIPUMEHEHUE U3-32 Hbl€ W3MECHEHHUS II€YEHH, AHO-
Tomorpadus OOJBLION JTy4eBOM Ha- | Maiuu pa3BUTHA )KEITYEBBIBOS-
TPY3KH IIUX TMyTel
Kommerorepnast Nmeet orpanndenHoe
BrLaBnsieT n3MeHeHus ne4eHou-
4 | tomorpadus c KOHTpa- | mIpUMEHEHHUe 13-3a O0Jb- HOIO KDOBOTOKA
CTUPOBAHUEM IIOM JIy4eBON Harpy3Ku P
Joporocrosinuii Mmeton, | IMeeT Gojiee BBICOKYIO paspe-
5 CrinpasbHas KOMITbIO- MMEET OTPAaHMYCHHOE | IAMIYI0  CIOCOOHOCTh, IO
TepHasi ToMorpadust | mpuMeHeHHe u3-3a 60JIb- | CPABHEHUIO C OOBIYHOH KOM-
IO JTy4eBOil Harpy3KkH | MbIOTEpHOI ToMOrpadueit
Bonee npaBuIIbHO M MOJTHO, MO
CPaBHEHHMIO C TPEIbIIYIIHUMU
METOJIaMH, OTPAXKAET COCTOSTHHE
OPOTOCTOSIIHIA MeTOJl, | OMIMAapHOTO TPaKTa, MO3BOJISET
MarautHo-pe3oHaHC- Hop - A PHOTO Tp >
6 Hast XONaHTHOrpadus MMEET OrpaHUYEHHOE | ¢ OOJBIIONH TOYHOCTHIO OLIEHUTH
P MIPUMEHEHUE Mopdonornueckue H3MEHEHHUS
Ipru aHOMAJIMAX KEJIYHOI'O TpaK-
Ta ¥ CTENEeHb MEPUIIOPTATBHOTO
¢udposza
IenarocrunaTUrpadus
¢ TeXHEUueM-99m
MeMOPOGEHUHOM UMHU- SBnsieTcsT TOYHBIM  METOIOM
HonuaneratoM. Moxker | MMeeT orpaHudeHHble | B AMarHOCTHKE KHUCT XOJeoXa,
7 OBITH IpOBENIEHA C OJI- MOKa3aHUs JKCTpare-4eHOYHOH OMInapHon
HO(MOTOHHO! SMHCCH- K IIPUMEHEHHUIO arpe3uu. [lo3BonseT no-my4uTs
OHHOW KOMIIBIOTEPHOM HHPOPMAIIMIO O KPOBOTOKE U
ToMorpadueit u mo3u- TKaHEBOM MeTaboIM3Me NIeYCHU
TPOHHOM 3MUCCUOHHOMN
ToMorpadueit
VIMeeT orpaHnucHHbIe lo3BonsieT yTOYHUTH XapakTep
OKABAHEST M3MEHCHHIi CO CTOPOHBI Ielaro-
8 Jlanapockonus K IIDHMOHEHILIO OMIMapHOH CHCTEMBI, 0COOEHHO
P IIPU 3KCTPANICYCHOYHBIX BapH-
aHTax OWJIMAPHOW aTpe3urt
[Tokazana B AMAarHOCTUYECKU
Hmeet TexHUYECKH TPYAHBIX CUTYyalHUAX ere ¢
9 Perporpannast xomenu- eer 1e eekue, PYA yau y I
OrpaHUYCHUA Yy NE€TCU HWHTPANCUYCHOYHBIMU M 3KCTpa-
CTOXOJaHTHorpadus
MIEPBBIX MECSIEB )KU3HH | MEYCEHOYHBIMH BapHaHTaMH OH-
JIApHOM aTpe3uu
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Puc. 2. I'enaroOunuapHas cuuHTUrpadus y peOeHka ¢ OMInapHON aTpe3uen:

A — 110 Ha3HAYEHUS YPCOAE30KCUXONICBOM KUCIOTHI: OTCYTCTBYET KOHTPACTUPOBaHHE
HKETYHOTO ITy3bIPsl, SKCKPELUs KETUH HEOCPEACTBEHHO B KUIICYHHUK;

B — renarocuunTUrpadus nocie Ha3Ha4eHUs: ypPCOAE30KCUX0IEBOM KUCIOTHI:
KOHTPACTHPYETCs! XKETUHbIH My3bIpb (CTPENIKa), 3aTeM KUIIeUHUK [95]

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

19




Puc. 3. Perporpannast xonanruorpadus y peOeHKa ¢ ayTOMMMYHHBIM
CKIIepo3upyromuM xoiaanrutom [41, 103]

Puc. 4. Pe3ynsTaThl OMOIICHH ITEYCHH Y MAIUCHTA C AS(UIIMTOM 0-] aHTHTPUIICHHA
(Wikipedia, 2015). Okpacka reMaToKCHJIMH-303MHOM. B npenapare onpenensercst CKoIuieHHe
rpaHyi Oeska (CTpesKH)

3.5. JlaGopaTopHasi AMATHOCTUKA MPH renaToMerajausx y aerei

I'maBHO# HeJbI0 JJaG0PaTOPHOTo 0fc/Ie0BaHNs pedeHKa ¢ remaToMerasneii sBis-
eTCsl OlleHKA (PYHKIMOHAJILHOTO COCTOSIHHS MeveHH. B BbIOOpe OMOXMMHUYECKUX TOKa3a-
Tenel HeoOXOMMO PYKOBOJCTBOBATHCS UX MH(POPMATHBHOCTBIO, 1yBCTBUTEIBHOCTHIO H JI0-
CTYMHOCTBIO JJIsI JAHHOTO JiedeOHO-poduIakThaeckoro yupexaeuus [S]. B monapmsromem
OOJBIIMHCTBE CITyYaeB OIeHKa (PYHKIMOHATBHOTO COCTOSIHUS MEYSHU MOXKET OBITh TIPOBENICHA
B OOBIYHON KIIMHUKO-OHMOXMMHUYECKOW Jlaboparopun. B pabore HEOOXOIUMO PYKOBOACTBO-
BaThCsl TEMHU HOPMAaTHBHBIMH TTOKA3aTEIISIMH, KOTOPBIC YTBEPIKACHBI MUH3APABOM U TIPUHSTHI
B JIAaHHO# J1a0OPaTOpUH, U OPHEHTHPOBATHCS Ha BHYTPCHHHE CTaHIAPTHI, YCTaHABIMBACMBIC
naboparopueii, BBHIMONMHSIMOMEH uccnenoBanue (tadbm. 6,7,8,9). C moMmoIipi HEOONBIIOro
HabOpa OHOXMMHYECKHX MMOKA3aTeNeii U KOaryJiorpaMMbl MOKHO OLICHHUTH [JIABHBIC (BYHKIIHH
redeHu (CUHTE3 Oelika, peryisiui oOMeHa OmnupyOWHA, YINIEBOAOB, JIMIHIOB, TeMOCTa3a)
1 BBISIBUTH KU3HEYTPOXKAIOLIHE COCTOSHMS (KOATyIIONAaTHH, TeaTOLUTOIN3, XOIECTa3).

Tao6auma 6
Buoxumuyeckue JaGopaTopHble MOKA3aTe I, peKOMeHyeMble MPH renaTtoMerajinu

(mopMaTuBHI yTBepKIeHb MuH3apaBcompa3sutus Poccun, 2006 r)
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TpaauuuoHHbIE
Iloka3arenn €AMHHIBI Cucrema CH
H3MepeHust

AmmMuak 10-80 Mkr% 6—47 MKMOJITB/IT
Anpponasa 0-11 ME/n 0-11 ME/n
AnaHnHaMHUHOTpaHCchepasa 7-40 ME/n <0,51 MKkat/n
AcnapraramuHOTpaHchepasa 10-30 ME/n <0,67 MKKaT/I
Bunupy6un o0mmit 0,3-1,2 Mr% 3,4-20 MKMOIB/1T
BunupyOuH KOHBIOTMPOBAHHBIH (IPIMOIA) 0-0,3 Mr% 0-5,1 MxMonb/n
EI/IJ‘II/Ipy6I/Ij-I HEKOHBIOTHPOBaHHBbIHI 03-0.9 Mr% 3,4-13,7 MxMonb/1
(HempsIMOit)
Y-TIIy TAMUJITPAHCTICTITH 132 12-54 ME/n 0,2—0,9 MKkkat/n
I'mroxo3a 65-110 Mr% 3,58-6,1 MMOB/1
Kucnas ¢pocgaraza 0-0,7 ME/n 0-11,6 axar/n
Jlakratneruaporenasa 90-280 ME/n 1,50-4,67 MKKaT/n
MoueBas kuciaoTa 3-8 Mmr% 179-476 MxMomb/1
OO0mruii 60K 5,5-8 % 55-80 r/n
Tpurmuuepuast 0,55-2,2 Mmmonb/1
Xonecrepun <200 mr% 3-5,2 MMoB/I
HepymomnazmMun 21-53 mr% 1,3-3,3 MMmomnb/n
[enounas ¢ocdaraza 30-120 ME/n 0,5-2,0 Mxkar/n
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Taoauua 7
Buoxumuyeckue J1ad0paTopHbie MOKA3aTe) I, pEKOMEH/yeMble MPH renaToMerajiuu
(HOpMaJIbHBIEC BETMYMHBI OCHOBAHbI Ha HCIIOIB30BAHUU PeakTHBOB (upMsl Diasys)

Tab6auna 8

JlaGopaTopHasi AMATHOCTHKA Han(o0/1ee YaCcThIX MPUYMH NPSIMOIi
U HenmpsiIMO# runepoNIupyOouHeMHUn
(B.C. Kambiaukos, 2004)

3aboJieBaHue MJIM CHHAPOM

Ne
/i Ha3zBaHnue TecTa HopMaTuBHbBIE OKAa3aTeIH
1 OO0mmwmit orupyouH 17.1 MxMoJIB/1T
N He 6onee 3,4 mxmons/n (wnu He 6onee 10%
2 Mpsimoit GumupyOorH
OT YpOBHS 00111ero OnnupyOuHa)
3 Henpsimoii 6umupyoun 90% ot ypoBHs o01iero GunupyornHa
OOmmwmit 6enox:
4 HOBOPOKICHHBIC 52-91 r/n
1 Mecsn 1 cTapiie 54-87 r/n
B3pOCIIbIE 67-87 r/n
5 ChIBOPOTOYHBIH anbOyMUH 35-501/n
Ilenounas docdarasa:
1-12 ner <727 en/n
6 13-17 ner JeBouku <448 en/n
Manpuuku <935 en/n
B3pOCIIbIC <258 en/n
ITporpoMOUHOBOE BpeMs 3,4-13,7 MxMonb/1
AnAr 14-21 cexk.
Kenmmnsr <31 en/n
? AcAt Myxuunbl <47 en/n
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AHoMaIMH Mepgua
Iloxa3zarean pa3BUTHSA P
Cunapom HbIii 0H-
Tenmarurt JKeJTYeBbI- I'emosns .
Kunnnbepa | nmapHbIi
BOISILIUX
= IMppo3
nyrei
OO0muit 6unu- 1 1 1 1 1
pyouH
[psimoit OuH-
P " " Hopma Hopma )
pyoun
Henpsmoti Ou- 1 1 1 1 1
IUpyOuH
CpIBOpOTOU-
Bop ! Hopma Hopma Hopma
HBIN aIbOyMUH I'moOynuHOB
i MoxeT ObITh
OO6muii 6en1o0k Hopma Hopma Hopma Hopma
MTOBBIIICHHE
eJI0YHas
. MoxeT ObITh | MoxeT ObITh Hopma Hopma 1
¢docdaraza
HOpMa HOpMa
Ymnuusercs
VYnuus- MIPU BBI-
eTCsl IpU pakeHHOM
pasBUTHH | OOCTPYKLHMH VYnuusercs,
TSDKEJIOTO Kerde- HO MOXET
rernaTuTa. | BBIBOASIIMX OBITH HOP-
IIporpom6uHO- UL p
Her peak- Iy TEH. Hopma Hopma MajbHBIM B
BOE BpeMs
UM Ha Wmeercs COCTOSTHUH
HapeHTe- THIOJIOXKHU- KOMIICHCa-
pasibHOE TeJbHas U- LUH
BBEJICHUE | HaMMKa IpU
ButamuHa K | BBexeHun
ButamuHa K
Hopwma nmn
MTOBBIIIACTCA
AnAr 1 Hopma Hopwma 1
"M HE3HAYUTEIb-
HO
Hopma nnn
MIOBBIILIAETCS
AcAr T Hopma Hopwma 1
HE3HAYUTEIIb-
HO
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Tab6auna 9
HopmanbHble moka3aresiu KoaryJorpaMMsl y JeTei

IMoka3zarean Hopma
IIporpom6buH o Keuky 60-130%
dubpuHOreH 2,0-4,0 r/n
AUTB 26-36 cex
[TporpoMOHUHOBOE BpeMst 14-21 cex.
XaremaH-3aBUCUMBIH HUOPHUHOIN3 4-10 muH.
Anrurpom6us I11| 75-140%
J-nmuamep o 500 ur/min
[Iporeun C 70-140%
[InazmuHOreH 75-150%
POMK Ho 4 mr/mn

AHaiu3 MeToJI0B 00CIIEIOBAHUS JIETeH C rernaToMeraiuell MoKa3bIBaeT, YTO B OOLIMPHOM
00bEME HHCTPYMEHTAIBHBIX U J1a00OPATOPHBIX UCCIIENTOBAHUIT HEOOXOAMMO BBIOMpATh HAUOO-
nee nH(GOPMAaTHUBHBIE U MaJOMHBa3UBHbIE METOIBI.

Llenbto 00cienoBaHus peOCHKA C relaTOMEralneil IBISICTCS NCKITFOYCHNE aHOMAIUH pa3-
BUTHS IICUYCHU U KCITYCBBIBOAAIINX l'[yTeP’I, HCOIUTACTHYCCKHUX MMPOLECCOB, IUPPO3a, TAIKEIIOTO
TCUYCHMA Irernarura, reJibMMHTO3a, YTOUHCHUEC (pyHKL[I/IOHaIIbHOFO COCTOsSIHUSA IICUCHU.

KOHTPOJIBHBIE TECTOBBIE 3AJIAHUSL:
HNucerpykuus: Beibepure oiH MpaBUIIBHEIN OTBET.
1. OCHOBHBIMH KPUTEPHSIMH X0JIeCTa3a B OMOXUMHYECKOM aHAIIM3€ KPOBH SBIIAIOTCS:
1. noBelleHue mpsMoro OunupyOuHa, ImenodHoi Gocdaraspl, xolecTepuHa,
Y-TIIFOTaMUJITPAHCTICITU1a3bl
2. NOBBIINIEHHE HENpsIMOro OwiupyOuHa, menoyHoi Qocdaraspl, xolecTepuHa,
Y-IIII0TaMUITPAHCIIEITUIa3bl
3. cHMXeHHME IpsMOro OwiupyOuHa, Ineno4HOH Qocdarassl, XOIECTEpUHA,
Y-IIF0TaMUITPAHCIIEITUIA3bl
4. TOBBIIIEHHE NIPSIMOTO OMIHPYOHHA, CHIDKCHUE MENOYHON (ocdaTassl, XOIeCTepH-
Ha, Y-DII0TaMUITPAHCIENTHI A3
5. TOBBIMICHHE TPSIMOTO OMIHPYOHHa, menodHolH (ocdarassl, CHIKEHHE X0OIeCTepH-

Ha U Y-INIIOTaMUAJITPaHCIICIITH A3l
IIpaBunbHbIi OTBET: 1

24 TIncddepenuyanbHas JUarHOCTIKA TelIATOMET/INIT Y [ieTeit

2. JIns oLeHKU OeIKOBOCUHTETUUECKON (yHKINY IIe4eHH HEOOX0JUMO OIpeIENICHUE:

L.

et

obrero Oenka, anbOyMuHa, OeIKOBBIX (Qpaknuii, C-peakTHBHOTO Oelika U peBMa-
TOUAHOTO (hakTopa
obrrero 6enka, y-roOynuHOB, C-peakTHBHOTO Oelika U PEeBMATOMIHOIrO (hakTopa
obrero Gernka, anbOyMHHA, a1b0YMHH/TIIO0YIMHOBOTO KO3 dHIIHEHTa
obuiero Oenka, anbOymMHHa, anbOyMHH/TIOOYIHHOBOTO Kod(dduiMeHTta, uepyo-
IUIa3MHHA, KPUODIIOOYIHHOB
obmiero Oenka, anbOymuHa, anmbOyYMUH/TIOOYIHHOBOTO KO3(duimenrta, ¢udpu-
HOTeHa

TIpaBunbHEIN OTBET: 3

3. Kakoli U3 nepe4ncieHHbIX oKa3areneil 0HOXMMHYECKOro aHaIn3a KPOBU XapaKTepH3Yy-
€T FeMOCTAaTHUYECKYIO (DYHKIUIO ITeUYeHH:

nhA LD =

mienouHas gocgaraza
MIPOTPOMOHMHOBOE BpEMsI
Y-DIIOTaMUITPaHCIIENTHIA3a
LUTPYIIIUH
anpJonasza
TIpaBuibHEIN OTBET: 2

4. Bribepure n3MeHeHUs] OMOXUMHUYECKUX TTOKa3aTelIel, XapakTepHbIe A TeMOIUTHYE-
CKOM aHEMMHU:

1.

MOBBIICHHE YPOBHS OOINEro W MPsSMOro OWIMPYOWHA, HOPMAIIBHBIH YpPOBEHD
HENPSIMOTO OMITMPYOUHA, YATHHEHNUE TPOTPOMOWHOBOTO BPEMEHU

HOPMAJIBHBIH ypOBeHb 00IIero OMnupyOuHa, MOBBIICHHE MPSAMOTo OHIHpYOHHA,
HOPMAJIBHBIA YPOBEHb HENPSIMOro OHIMPYOMHA, YIUIMHEHHE NPOTPOMOMHOBOTO
BpEMEHU

MOBBIIICHHE YPOBHS OOIIETO M HEMPSIMOro OMIMpYOMHA, HOPMANbHBIA YPOBEHb
pSMOTO OMITHPYOWHA, YIUTMHEHHE TPOTPOMOUHOBOTO BpEMEHU

MOBBIIICHHE YPOBHS OOIIETO M HEMPSIMOro OMIMpYOMHA, HOPMAIbHBINH YPOBEHb
NpSAMOTo OMIHPYOHHA, HOPMaJIbHBIC TIOKA3aTeIH MPOTPOMOUHOBOTO BPEMEHH
TIOBBILICHHE YPOBHS OOMIEro W MpsMOro OWIMPYOMHA, HOPMAJBHBIH YPOBCHb
HeNpsAMOro OMInpyOHrHa, HOpMaJbHbIE I0Ka3aTeNu NPOTPOMOMHOBOTO BPEMEHU

IpaBunbHEIl oTBET: 4
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BEJIYIIUE NPUYAHBI TENTATOMETAJIMHU Y JETENR

4.1. UH(eKIHOHHO-BOCTIATHTE/IbHbIE 3200JIeBAHUS MeYeHH H KeJT4YeBbIBOAAIIMX IMyTeit
4.1.1. BupycHble renaTuThbl.

BupycHble renatuthl — rpymnmna HHQEKINOHHBIX 3a00JIeBaHUH, KOTOPBIE BBI3BIBAIOTCS pa3-
JUYHBIMHU TEMaTOTPONHBIMU BUPYCAMHU U SIBIISIOTCS CaMOCTOSTEIbHBIMUA HO30J0TMYECKHUMHU
(hopmMaMu, MPOTEKAIOUIMMHU C MOPAKEHUEM II€UEHH, YTO OIpEessieT TeYeHuEe U Ucxol 3a00-
neBaHus. neHTugUKanus 3THOJIOIMYECKOro areHTa — pelaromui Gakrop npu onpeneseHu
MporHo3a 3abosneBaHuii ¥ BbIOOpe 3¢ HEKTUBHOM NPOTUBOBUPYCHOH TEpaIHH.

HezaBucumo ot TSHKECTH TeUEHUs M ATUOJIOTHH, IPH IellaTUTaxX OTMEUYaroTCs MOBBIIICHUE
(depmenToB ATAT 1 ACAT (IpH3HAK UTONU3A), IpsMasi ThnepOuTupyonnemus [2, 4, 9, 12,22,
40, 47, 55].

4.1.1.1. I'enatut A.

Bozoynurenem renarura A sinsercst PHK-conepxaniuii Bupyc (BUpyC COIEpKUT OJTHO-
cnupanbuyto PHK) u3 cemelictBa nukopHaBupycos (HAV), He umeronuii 0001049KH, OTKPBI-
Thid B 1973 Tony (puc. 5).

Puc. 5. Bupyc renarura A

Mudp no MKB-10 — B15.9 (remarut 6e3 neyenouHoit kombl), B15.0 (rematur ¢ neve-
HOYHOU KOMOI).

MexaHnu3Mm nepegayn nH@eKUUH — GeKaTbHO-OpabHbIN, OY€Hb PEAKO MapeHTepalb-
HBIH (TIpY MepeNMBaHIK KPOBU MHQUIIMPOBaHHOTO JoHOPa). He nMeeT BEpTUKANIBHOTO IIyTH
nepenauu (0T MaTepH IUIONY).

IlaTorenes. B ocHoBe maroreHesa remnaruta A JeKUT pa3BUTHE YMEPEHHOIO CHHApOMaA
renarounTonusa. HAV He o0ianaet 3Ha4YMTENBHONW NPSMO [IUTONIATOTCHHOCTBIO.
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Kninnnveckasi kapruna. MukyOanuoHHbBIH nepuop (0T MOMEHTa HMHGULUPOBAHUS
JI0 TIOSIBJIEHUS MEPBBIX NPU3HAKOB TeMaTuTa) cocTaBisieT oT 7 mno 50 aueil. Manudecranus
3a00JIeBaHMsl OOBIYHO COIPOBOXKIAETCSI BBICOKOH TEMIIEPATYpOH M IO HEKOTOPHIM IpU3HA-
KaM HaroMuHaeT rpumni. MHTokcukanus 6osee BhIpakeHa B IPOAPOMANIbHBIN IepUOA, KOraa
OTMEYAIOTCs TOUIHOTA, 3y/d, PBOTA, juxopaaka 1o 38-39°C, cHmxkenue anmeruta. Crycrts
2—4 nHs Moda OOJILHOTO TEMHEET, a CTYJI, HallPOTUB, CTAHOBUTCS OECIIBETHBIM. 3aT€M IPOSIB-
JISIeTCsl XKENTyXa Ha 3—7 JeHb O0JIE3HHU, U C €€ HOSBICHUEM COCTOSHHE OOIBHOIO YIyUIlaeTCsl.
JmuTenbHOCTD 3a001€BaHMsI TEIaTUTOM A MOXKET BapbUpOBaTh OT 1 HEAEH 10 MOJIyroa.

Jis1 pereii xapakTepHo Oosnee MArkoe TedeHue 3aboneBanus, 10 90% ciyuaeB cocTas-
JISIFOT CYOKIMHUYECKHE BapUAHTHI, YaCTO MO MAacKOH OCTPOTO TaCTPOIHTEPUTA. BO3MOXKHBI
peuunuBel ciycts 30-90 mHel ot Havana 6onesnu [4,9].

Metonsl uccaenoBanus. CepoJiornueckasi TuarHoctTuka. Ha mporsokeHnn Bceit
ocTpoii a3kl remaruTa A U B TeUeHHE 6 MeCsIeB C MOMEHTa MaHU(peCcTaIy OOJIE3HH OTMeda-
ercst BeICOKuH TuTp anTu-HAV IgM B ceiBopotke kposu. Hammumne antu-HAV IgG yka3piBaet
HAa IepPEHECEHHbIH renaTut.

IIporno3 OmaronpusATHBIA. B OTHENBHBIX CIydasx BO3MOKHBI PEIUANBEI OOJE3HU HIIH
3arspkHOe TedeHue. CoxpaHsaeTcs OKU3HEHHBI UMMYHHTET.

4.1.1.2. I'emaTut B.

Bo3oynurens — Bupyc rematura B (HBV) JIHK-conepkamuii BUpyC (COLEPHKUT
nsycrnupanbayto JJHK) oTHOCHTCS K ceMeHCTBY renaJHaBUPyCOB, UMEET JUMOIPOTEHIHYIO
000110uUKy, cofepxallylo nopepxHocTHblil anTuren HBsAg. B uactunax HBsAg ompene-
Js1toTCsl OenkoBble JOMeHb! (pre-S1, pre-S2, S), NUOUIHBIA U YITIEBOIHBII KOMIIOHEHTHI,
peLenTop noiuMepu3oBaHHoro aabOymuHa pAR. B cTpykTypy Hykileokancuia (sSAepHOro
antureHa HBcoreAg) Bxomsar cyOosenununa HBeAg, JTHK-nonumepasa, IpoTeMHKHHA3a
u IHK (puc. 6).

Puc. 6. Bupyc renaruta B

HIugp no MKB-10: B16.0 —ocTpslii renatut B ¢ nesbra-areHToM (KOUH(EKIMA) U ede-
HOYHOHU KOMO#; B16.1 — ocTpeblii renatut B ¢ nenbra-areHToM (KOMH(pEKIHUs) Oe3 MeueHOYHOH
koMbl; B16.2 — ocTpsrlit rematut B 6e3 nenmpra-areHra ¢ medeHOYHOM Komoit; B16.9 — octperii
rernatut B 6e3 gesnpra-arenTa u 6e3 nedyeHouHoi Kombl; B18.0 — XpoHWYEeCKHiA BUPYCHBIi Te-
natut B ¢ gensra-arentom; B18.1 — XpoHuyeckuit BUpyCHBIN renatut B 0e3 jenbra-areHTa.

Mexanu3m nepenaun undexunuu. [lapertepanbHblii (iepenTuBaHue KPOBU, HHBA3WB-
HBIE UCCIIEAOBAHNS, TEMOANAIIN3, TATYUPOBKH, aKyIIYHKTYPa, OTb30BaHIE OOIINMH 3yOHBIMH
MIETKaMH ), TI0JIOBOH, BEPTHUKAIIBHBIN (MaTh — IUION).
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IIaTorenes. Bupyc ¢ TOkOM KpOBH IOIIaAaET HA OBEPXHOCTh I€NAaTOLUTOB, I/ IO
BO3ACHCTBUEM IPOTCONUTHYECKUX (EPMEHTOB NPOUCXOIUT OCBOOOXKIEHHE BUPYCHOMN
JHK, mporukHOBEHNE €€ B SAPO U BCTPAWBAHHUE B TEHOM KJIETKH.] €maTonuTsl NMEIOT pe-
nenTop A nonuansoymuHa Bupyca (pAR). C momomnsio pAR BUpyc IpOHHUKAET B remaro-
IIUT U OKa3bIBAaET MIPSIMOE LIUTOTOKCUYECKOE eiicTBHE, KOTOPOE CONPOBOXKIAETCSI UMMYHO-
OIIOCPEIOBAHHBIM IOBpEXICHHEM MeMOpaH. B siape renaronnrta ¢popMupyeTcs: cepALeBU-
Ha BUpyca — snepHblid antured (HBcore), koMmoHeHTHI 000104KH — B niuTouiazme. HBV
CIOCOOEH PEIUTMIIUPOBAThCS B MOHOHYKIIEAPHBIX (paronnTtax. Beigenstoniiecs B KpOBOTOK
B OCTpOii (pa3e MH(pEKUNU BUPYCHBIC YACTHIEI U 00OIOYKH MPUBOIAT K (OPMHUPOBAHUIO
UMMYHHBIX KOMIIJIEKCOB, CJEICTBHEM KOTOPBIX SBIISIOTCS BHEICUCHOYHBIC MPOSBIICHUS
UH(DEKIUH.

Kaunuka. MHkyOanuoHHbIi niepron npomnosnkaerces 60—180 nueit. B nmpoapomanbHOM
IEpHOJE BO3MOXKHO Pa3BUTUE CHHAPOMA, IOJOOHOIO CHIBOPOTOUHOI Oone3Hu. B xnuHuye-
CKOM KapTHHE Hapsay C XKEITYyXOH U remnaroMeraigueil MOTyT IPHCYTCTBOBATh HHTOKCHKAIIUS,
JMXOpajKa, 3yll, TOIIHOTA, PBOTA, HApYIIEHUS XapaKTepa CTyla, 00U B XKHUBOTE, IOTEMHEHHE
MOYH, CBETJIBIH CTYI (BIUIOTH O aXOJIMH, HO, KaK MIPABHJIO, CEPOTO WIIM CEPO-XKEITOTO LIBETA,
DIMHKUCTHIN). JKenTyxa HapacTaeT mocTeneHHo, B TeueHue 5—10 auei. O0mas nponomKuTeNhb-
HOCTb KeJITYIIHOTO Iepuosa koiebaercs B mpeaenax or 7 aHelt no 1,5-2 mecaues. [is re-
naruta B xapakTepHbl BHETICYCHOYHBIC MPOSBICHHS (BCJICACTBUE POPMUPOBAHUS UMMYHHBIX
KOMIUIEKCOB): KOXKHAsl CBIIlb, apTPaJTUH, XPOHUYECKHH MEeMOPaHO3HBIN IIOMEpYIOHEPPHT,
Y3€JIKOBBIH IepuapTepunT, MUOKapauT, cuHapoM I nitena—bappe, scceHnmanpHas cMelaHHas
KkpuornoOynuHemus [4,9,22].

Metoasbl ucciaegoBanus. Cepojiornyeckasi IMArHoCcTUKa. J{1s 1MarHOCTUKYU remna-
TUTa B OueHb Ba)KHBI CEPOJOTUYECKUE METOJbl UCCIEJOBAHUA: NIPEKIE BCETO BBIABICHHE
HBsAg (anTurena o6onouku Bupyca) u antu-HBcore-IgM (anTuten x supy Bupyca). [lon-
Hasl CEepoJIOTHYECKas JMarHOCTHUKa BKIOUaeT ompeneneHue B kposu HBsAg, antu-HBs-
antuten, HBeAg (cyObenununsl siapa supyca), antu-HBeanrturen, antu-HBcore-anturenn,
HBV-IIHK. HBsAg (cBunerenbctBo npucytctBust HBV B oprannsme pebenka) onpenens-
€TCsl B KPOBU B TEUCHHE 2 HENENb — 2 MECSLEB 0 MOSBICHUS CUMIITOMOB OOJIE3HU H CO-
xpansercs B TeueHue 2—3 mecsaues. AHTu-HBs-anturena cmensior HBsAg-anturenemuto,
BoIIBIIAIOTCA Y 80—90% OONBHBIX U CBUIETENLCTBYIOT O ()OPMHPOBAHUU OTHOCHUTEIHLHOTO
win abconmoTHOro UMMyHuUTeTa. HBeAg sBisieTcss MapkepoM akTUBHOM perIuKaliy BUpyca
ellle /10 pa3BUTUS CHUHAPOMA LIUTOIN3A U B IIUPOKOH KIMHUYECKOHN NPaKTUKE UCIOIb3YETCs
penko. Hannune antu-HBe-anTuTen noaTrsepxaaeT HU3KYI0 KOHTarno3HOCTh O0OJIBHOTO, UX
MOSBIICHHE NPEIIECTBYET BhI30pOBIeHHI0. HBcoreAg HaXoasT TONBKO B TKAHHU IIEYEHH, HO
Hanuuue aHTU-HBcore-IgM noxassiBaeT Hamuuue octpoil undexkuuu. Autu-HBcore-IgM
MOSIBISAIOTCSl OMHOBPEMEHHO ¢ MaHHpecTanuell 00JIe3HN U COXPAHSIOTCS B TEUCHHE TOJa.
Ilocne >nuMuHannu BUpyca B T€UEHHE HECKOJBKUX JIET ompenersitorcs antu-HBcore-1gG,
KOTOPbIE HE BBIMOJHSIIOT 3AIIUTHON (QYHKIUHM U MOCTOSIHHO (UKCHPYIOTCS y HOCHUTEINEH.
HauOosnee uyBCTBUTENBbHBIM IIOKa3aTeNIeM pPEIUIMKAIUM (IIPUCYTCTBUS) BUpyca SIBISETCA
onpenenenne HBV-JIHK ¢ momomrsio ITI[P.

Iporuo3. OTHOCHUTENBHO OnaronpusTHHIA. HemomHas 31MMUHALINS BUpyCca OTMEYACTCsI
y 90— 98% HOBOpoOxIEeHHBIX, 50% nereit mnamero Bo3pacra U 5—10% B3pocbIX.
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4.1.1.3. I'ematur C.

I'enatut C — aHTPONIOHO3HOE BUPYCHOE 3a00JIeBaHUE C TApEHTEPATbHBIM MEXaHH3MOM
“HGUIUPOBaHM, Hanboee YacTo MpOTEKalollee B BUIE MOCTTPAHC(HY3HOHHOIO TernaTuTa
¢ npeobnasanueM Oe3KENTYHIHbIX (OpPM M CKJIOHHOE K XpOoHU3auuu. Bo3Oymutens rema-
tuta C oTKpHIT B 1989 roxy, otHocutcst k PHK-conepxamuM Bupycam cemencTBa ¢aBu-
u nectuBupycoB. Mmeer o6onouky (puc. 7). CepaineBuHa BUpyca COACPKHUT OTHOIETIOUECY-
ayto monekyry PHK. K cTpykrypHBIM OenkaM BHpyca OTHOCATCS OENOK HyKJIEOKarchuaa
n rukonpotennbl o6onmouku (E1 u E2/N1), kK KOTOpPBIM BBIpa0aThIBAIOTCS HEHTPATHA3YIO-
mue aHTuTena. Bupyc rematura C UMeeT BBICOKYIO CTENEHb MyTallUu, YTO 00YCIOBIUBAET
U3MEeHYUBOCTh reHoTunoB HCV 1 BO3MOXXHOCTH OTHOBPEMEHHOTO HHOHULUPOBAHUS Pa3HBI-
MU THIIAMHU BUpYyca.

80 nm

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

HIu¢pp no MKB-10: B17.1 — octpsrit renatut C; B18.2 - xponnyeckuit BupycHsiii renatut C.

Mexanu3sm nepeaaun undexkuuu. Hanbonee 3Haunmble myTH HHQUIIMPOBAHUS — Tiepe-
JIMBaHHUE KPOBH U €€ MPOIYKTOB, UHBEKIIHHU, TeMOANAIIN3, TPAHCILIAHTALMSI OpraHoB. [1o0BOH,
BEPTUKAJIBHBIN (MaTh — IUIOJ]) U IEPUHATAJIbHBIA IyTH HE UMEIOT CYIIECTBEHHOTO 3HAUYEHHS.

IaTorene3s. Bupyc oka3biBaeT NpsMOe IUTOTOKCHUYECKOE IEHCTBUE U UMMYHOOIIOCPEI0-
BAaHHOC MOBPEKIACHUE I'€NIATOLUUTOB; PCINIMIUPYETCA B KJICTKaX CUCTEMbI MOHOHYKJICAPHBIX
(arouuToB.

Kaununka. MHkyOanoHHbIH niepron uuTes oT 6 1o 12 Henens. B omnmuuue ot octpo-
ro rernaruta A u B, mporekaer ¢ MeHee TSDKEJIBIM IMOPaKEHHUEM II€YEeHH, MIATKO MM OeCCUM-
ntoMHO. CHHIPOM IMTOJIM3a BhIpaKE€H YMEPEHHO (TIOBBILICHHE TpaHCaMHHA3 He Oojee yeM
B 15 pa3). XKentyxa ormeuaercs y 25% OonbHBIX. BO3MOXHBI €1a00CTh, HHTOKCUKALIUS, 3y,
apTpaiTuy, ToJIOBHAs OOJIb, IMXOpaaKka, Juapesi, cluleHoMeranus. Hepenko ormedarorcst BHe-
MIEYCHOYHBIE TPOSIBIICHUS: BacKynHT, cuHapoM lllerpena, cMemanHas KpHOTIOOYITHHEMUS,
MeMOpaHO3HO — poiudepaTuBHbIA romMepyaonedpurt [40].

Metoasl ucciaenopanusi. Ceposornyeckasi amarHocruka. CamMplM paHHUM Mapke-
pom perunkanuu Bupyca ssisercss HCV-PHK, kotopas onpezaensiercss B KpoBU OOJIBHOTO
metonoMm ITIP. HCV-PHK ¢ukcupyercs crycTss HECKOJIBKO HEIEb MOciie HHQUIMPOBAHUSI.
IMIP-gnarnoctuka HCV He mcmonp3yeTcss Kak pyTUHHBIA METOJ 0OCIeqOBaHUS OONBHBIX
¢ renatutoM C. B kiImHMYeCKOW MpaKTHKe IS TIONTBEPXKISHUS AuarHosa renarura C Oonee
pacnpoctpaneHo omnpenenenue aHTU-HCV-aHTHTeNl ¢ TIOMOIIBIO HIMMYHO(EPMEHTHOTO aHa-
mu3a. AHTH-HCV-anTturena y 60% GONbHBIX ONpenenstorcs: B ocTpoi daze 6one3nu, y 35% —
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ciycts 3—6 Mecaues nocie uHpuuuposanus. B pasrap GosneszHu y 6onbHbIX renarurom C
UMeeTcst JEHOMEH «CepOIOTHIecKoro okHay. Okono 5% mnaruenToB, nHpumuposanHeX HCV,
He umeroT aHTu-HCV-antuten. AHTUTENa MOTYT OTCYTCTBOBAaTh y AETEH, MOJIyyarouX UM-
MyHozxenpeccaHThl. [Ipu moaHOM M3nedeHn: win (GOPMHUPOBAHUH HOCHTENbcTBa aHTH-HCV-
aHTHUTEIa COXPAHIIOTCS B TE€UCHUE JIUTeNpHOro Bpemenu [40].

IIporno3. He6naronpusthelit. B 85% ciyuaeB remaTtut uMeeT XpOHUUECKOE TEUCHUE.
OtpunarensHelii pesynsrar Tecta Ha HCV-PHK, otrcyTcTBre mpu3HakoB uTonm3a u Hapyie-
HUI QYHKIUY TT€YeHH He SBIAIOTCS HOATBEP)KACHUEM MTONHOI SIMMHUHAIIMY BUPYCA.

4.1.1.4. I'enatur D.

Ienmatut D uim renaturt-neyabra (6) — BUpYCHas aHTPOIIOHO3HAsE MHPEKIHS C MapeH-
TepaJIbHBIM MeXaHU3MoM uHpumpoBanus. [lapeHTepanbHbIl BUPYCHBIH renatut D BhI3bIBa-
ercst nedexreiM PHK-Bupycom (caremmutom) Bupyca-nomoinauka HBV ¢ pasmepom renoma
19 uMm. OTHOCHTCS K cemeiicTBy Deltavirus, otkyaa renarut /| u momy4un cBo€ HazBaHue [4,9].

Ba:kneiimeii ocodennocTbIo Deltavirus sBisercs ero odnuraTaas 3aBUCHMOCTB OT Ha-
JIMYUs BCTIOMOT'aTCJIbHOI'O BHpPYCaA, B POJIM KOTOPOTO BBICTYIACT BHUPYC I'€lIaTHUTa B. Tonsko
IIPU €T0 HAJIMYMY B OPTaHU3Me YeJIOBEKa BO3MOXKHA PETUIMKALUS BO3OYAUTENsI AeNbTa-HHPEK-
MM, U TIOTOMY BHpYC Tematuta D BcTpedaeTcss MCKIIOYHUTETBHO B KOMH(MEKIMU C BUPYCOM
reraturta B. ITyTu 3apaxeHus1 CXOZHBI C TAKOBBIMU IpH renatute B. Jlenpra-renatut xapakre-
pHu3yeTcs TSDKEIIbIM TEUEHUEM.

Bupyc remarura D umeer Tpu reHoruna. I reHOTHUN TpagMLIMOHHO CUUTAETCS €BPO-
MEHCKUM, TaK KaK yallle BcTpedaeTcs y OOJNbHBIX B CTpaHax I)KHOM, LIEHTPaJIbHON U ceBep-
Hoii EBponbl. Il reHoTHI BBIsIBIICH Y O0NbHBIX K3 SInoHuu, TaiiBaHs M SBISETCS TPUYHUHON
6osie3Hu y xopeHHoro Hacenenus Skytuu. III renorun oGHapyxeH y OOIBHBIX C OCTpPOH
kouH(pekiuei B IlepyaHckoil yacTu OacceifiHa pekH AMa3oHKa, 3KBaTOpUaibHONH Adpuke
U TPONHUUYECKOH A3Hun.

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

Mexanusm nepenauu uHpexuum. [lapenrepansuenii, anamoruunsiii rematuty B. Ile-
pHHATAILHOE MH(HUIMPOBAHUE OYEHb PEIKO. BO3MOXHO OZHOBpEMEHHOE HH(HUIMPOBAHHE
HBV u HDV (kouHdekuus win cynepruH(eKus), pe3yasTaToM KOTOPOTO SBIISIETCS pa3BUTHE
ocTporo BUpycHoro rematuta B+D. B pesynsrare cBoelt nedekTHOCTH (BUPYC HE UMEET CO0-
CTBEHHBIX BHYTPEHHEH 1 BHEIIHEH 000JI04UeK, a TAK)Ke MOJIMMEPasbl) €ro PEIUINKAIMs BOZMOXK-
Ha U 3aBUCHUT OT BUPYCa-IIOMOIIHHUKA, KOTOPBIM SBJII€TCS BUpYyC renarura B.

ITaTtorenes. Bupyc o6nagaeT remaToTponHOCTBIO 3a CUET O0OJIOUKH, MPEICTaBIEHHON
HBsAg. Penmukanus Bupyca IpOUCXOAUT TOJIBKO B IeTIaTOLUTAX.

Kaunuka. I'enatut D BcTpedaeTcs TOIBKO Y UL, HHOUIIMPOBAHHBIX BUPYCHBIM I'eTlaTH-
ToM B, 1 mpotekaer B Buzie ocTpoil KouH(ekunu wim cynepuapexunn. HKyOannoHHbIN ne-
pPHOJ B Cilyuae KOMH(EKIIUH NP OJHOBPEMEHHOM MHGHUIIMPOBaHUU cocTaniseT oT 40 1o 200
IHel. B KIMHUUecKol KapTHHE BO3MOXKHO TOSIBIICHHE JIUXOPAIKH, OoJieil B 00J1acTH MeueHH,
aprpanruil. Xenryxa Hepenko CONpPOBOXKAAETCS aCTEHUEH, BEreTaTUBHBIMH HapyLICHUSMH.
Ha 15-32 nHsax Oone3HM OoTMe4aeTcsi MUK MOBTOPHOTO OOOCTpEeHHs OOJIE3HU, MPH KOTOPOM
aKTUBHOCTHb ACAT npeBbliaeT akTUBHOCTb ANIAT. [Tpu cynepununmpoBanuu 60jae3Hb UMEET
OCTpO€ Hayasio ¢ JIMXOPAIKoW, OOJEBBHIM CHHAPOMOM, HapylleHneM (QyHKIHMH NedeHH, pas-
BUTHEM OTEKOB M acuuta. [Ipy 3TOM rematut MoXXeT NpruoOpeTaTh MOJTHUEHOCHOE TCUCHUE.
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Metoabl ucciaenopanus. Ceposnoruyeckasi quardHocTuka. C 1esnpl0 JUArHOCTHKH
HDV-undexnuu B nepsole 12 Hemenb O0Ne3HM peKOMEHIyeTcs ompeneneHue antu-HDV-
anTuTen kiacca IgM, B Oornee mosmHue cpoku (mocne 6 Hemenu Oonesznu) — antu-HDV-
anTHTen Kiacca [gG. JlokazaTenbCTBOM OCTPOro TeueHus rematuta D sBiseTcss mpUCyTCTBHE
HDAg u/unu HDV-PHK B cbiBopoTke kpoBH. Oco6eHHOCThIO renaruta D cunraercs crnoco6-
HOCTh BUpYCa MONABIATH PEIUIMKALNIO BUpyca renaruta B. B pesymsrare B KpoBH OONBHBIX
He oOHapyxuBaror HBeAg u HBV-/IHK, tutp HBSAg npu 5TOM 3HaYMTENBHO CHUXKACTCS.
IIpusnaku Be3nopoBneHus 0obHBIX renatutoM D: ncuesnosenne HDV-PHK, HDAg, anTu-
HDV-anTuren xnacca IgM.

[porno3. OTHOCUTENBHO OJIATONPUSATHBIA, HO SIMMHHAIMS BUPYca MPOUCXOAUT pel-
xo. [Ipu cynepundexunn y 68% OonpHBIX oTMedaeTcs nepcucteHnust HDV+HBY, cnoco6-
CTBYIOILIAS IPOTPECCUPOBAHUIO XPOHUYECKOTO IeaTHTa U Pa3BUTHIO XPOHUUECKOTO I'elaTuTa
y 380poBbIX Hocuteneil HBV.

4.1.1.5. T'enatur E.

I'enatiT E — aHTpONOHO3HOE BHpYCHOE 3a00j1€BaHIEe ¢ (PeKaTbHO-OpaIbHBIM MEXaHH3-
MOM 3apak€HHs, MPOTEKaolIee NMPEUMYIIECTBEHHO N0OpOKaYeCTBEHHO, HO ¢ OOJbIION Ya-
CTOTOH HEONAroNMpUATHBIX UCXOJOB Y JKEHIIMH B OCIEIHEM TPUMECTpe OepeMeHHOCTH. Bo3z-
oynutens HEV otHocutcs k cemeiicTBy kanuuuBupycoB (Hepevirus), He umeer 00004KH,
B COCTaB BUPYCHOW YacCTHIbl BXOIAT cTpykTypHble Oenku, PHK-nonmumepasa, renmkasa, mu-
CTeHH-TIpOTEa3a, MeTuiTpanchepasa. Pasmep BUPYCHBIX 4acTHIl cOcTaBisieT 32-34 HM, FTEHOM
IpezcTaBieH ofHoHUTeBOH koqupytoumeid PHK. Bupyc oTHOCUTENbHO HEYCTOMUUB BO BHEII-
Hel cpelie, THOHET NPH KUTITISHUH, IO ISHCTBHEM aHTUCENTHKOB, OHAKO MOXKET JUTUTEIEHO
COXPaHATHCS B IIPECHOM BOJIE.

Mudp no MKB-10: B17.2.

Mexanunsm nepegaun uHpexkuun. ['enatut E xapakrepen 11t pa3BUBaIOLINXCS CTpaH,
nMeeT (eKallbHO-OpaJIbHBII ITyTh Hepeliadyl, B OCHOBHOM C BOJIOM, BOSMOXKEH HapeHTepasb-
Hbli (y HapkoMaHoB). Onucansl citydau renaruta E B CIIIA, Hopseruu [55], IlIBenun, JJanun
(Bce manMeHTHI paboTany 3a TpaHUICH B CTpaHax, YHAEMHUYHBIX 110 renatuty E).

IlaTorenes. Perummkarys BUpyca MpoHUCXOIUT TOJIBKO B TEMATOIUTAX.

Kaunuka. MHKyOaiMoOHHBIH nepruo JUIUTCs oT 3 10 8 Heelnb (B CpeHeM MPOAoIIKaeT-
cs1 40 nHeil). B ximHU4YecKoil kapTuHe NMpeoOIaatoT KeNTyIIHbIe GOPMBIL, Y JIeTei HepenKo
oTMeuaeTcsi CyOKITHHUYEeCKoe TeueHue [65,66,67]. YpoBeHb TpaHCAMHUHA3 TOCTUTACT MAKCH-
MaJbHBIX 3HAUCHUH B IEPBBIC YacChbl 6OJ'IC3HI/I. Brerneuenounxsle IPOSABJICHUA I'€TIaTUTa E ouens
PEIKHU U3-3a UCKIIFOYMTEIbHO BHYTPUKIICTOYHOM peIUIMKaIuK BUpyca. TsoKenoe TeueHue rena-
tuTa E 0TMedaeTcs y GepeMeHHbIX KEHIINWH U ACTCH MEPBhIX 2 JIET KU3HH.

Metoas! uccienopanus. Ceposoruueckasi AMarHoctuka. CeposornuecKuMu npu3Ha-
kaMu octporo renaruta E sBusiorcs antu-HEV-anturena knacca IgM u IgG u/unmm HEV-
PHK B xane. HEV-PHK omnpenensiercs B KOHIIE HHKYyOaIlIMOHHOTO NIEPUO/a M B TEUSHHUE OCTPOU
¢a3er renaruta. AuTu-HEV-antutena kinacca IgM BeBisOTCS B TeueHue 6—24-if Henmenu
oT Hauana Oose3nu, antu-HEV-antutena kiacca [gG oOHapyKHBaKOTCS CIYCTS 2 HEACTH OT
Hayasia 00JIe3HH U COXpaHsroTces 10 20 Mecsies.

IIporno3. bnaronpusaTHeld. XPOHUUYECKOE BUPYCOHOCUTEIBCTBO HE pa3BuBaercs. Jle-
TaJIFHOCTD B MOMYJSIIUHU HE MpeBbIIaeT 4%.
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4.1.1.6. I'enatur F.

Bo30ynutenem renatura F, Bugumo, siBISIOTCS [Ba pa3HbIX BUPYCa, BHI3BIBAIOIINE OCT-
TpaHC(y3HOHHBIH TeNaTHT, KOTOPBIE IO HEKOTOPHIM CBOMCTBAM OTJIMYAIOTCSI OT BUPYCOB Tera-
tuta B, renarurta C u renarura G [101]. Oaun u3 HuX ObUT OOHApYsKEH B 00pa3iax JOHOPCKOH
kpoBu. J[pyroii BeigeneH u3 (ekanuii OOIBLHOTO MOCTTPaHC(Y3HMOHHBIM T'eaTUTOM: TPH 3a-
PaKCHUU MaKaK-pe3yCOB OH BBI3BIBAJI F€MIATUT, ObLI CIIOCOOEH Pa3MHOXKATHCSI B MOHOCIIOHHBIX
KyJIBTYpax KJIETOK M 110 CBOUM MOP(OJIOrHYECKHM CBOIICTBAM HaIlOMUHAJ aieHOBHpYC. Bupyc
rernatuta F otHocurces k JIHK-conepskarium u siBIsieTCs: MpeAnoaaraeMbIM BO30yAUTENIEM re-
natuTa Hu -A, HH -E ¢ ¢exanbHo-opanbHbpIM MexaHu3MoM riepeaauu [ 101]. M3yden ouens maio.

Mudp no MKB-10: B17.8.

4.1.1.7. T'enatur G.

Bupyc renatuta G (HGV) 6611 n3011poBaH B IByX He3aBUCUMBIX Jaboparopusax CIIA
B 1995 u 1996 ronax, oTHOCHTCS K ceMeicTBY (aBuBupycoB, coepxxut PHK [29].

Mudp no MKB-10: B17.8.

Mexanusm nepeaaun undexkuuu. [lapeHTepanbHblil (MHBEKINY, TIEPETHUBAHUE KPOBH
WM ee TpoaykToB). K rpymnmam NoBBIIEHHOTO prcKa HHOUIUPOBAHUS OTHOCSATCS HapKOMa-
HBI, OOJIbHBIE TeMOQUIINEH, MEITUIIMHCKUE PAOOTHUKH, OOJNBbHBIE XPOHUYECKOH MOYEYHOH He-
JIOCTaTOYHOCTBIO M3-3a YaCTHIX IepeuBaHuii KpoBU. YacToTa BhIsABIEHUs renatuta G mero-
nom [P y nereit, HAXOAAIMMXCS HA PETYISPHOM Janu3e, focturaer 26,5%. HGV BeisBistoT
y 10-20% OONbHBIX XPOHWYECKMMH TelaTUTaMH, 4acTOTa HOCHUTENILCTBA B IOMYJSLMH
cocrasiseT okoio 1,7%. Peruinkariys BUpyca NpoucXonuT B IEYEHN U MOHOHYKIJI€apax, BUPYC
BBIJIETISIETCS CO CIIIOHOM.

Iatorene3s. 3yyeH HeZOCTaTOYHO, BHPYC OOJIaIaeT TEaTOTPOIHBIM M TeIIaTOTOKCHY-
HBIM JielficTBueM. Pemnmkanus BUpyca OCYIIECTBIISETCS B I€NarOLUTaX MU MOHOHYKJIeapax.
MukyGannoHHBIN EpHO HE yCTAHOBJIEH.

Kaunuka. meer mMsrkoe TeueHHWE ¢ yMEpPEHHBIM MOBBIMIEHHEM TpancamuHas. Hop-
MaJIbHble OMOXMMHYECKHE I0Ka3aTeld MOryT ObTh y 75% mnaunueHToB. BOo3MokHO pas-
BUTHE XOJECTaTHUECKUX ()OpM C BBIpRKEHHBIM ITOBBIIIEHHEM IIEIOYHOH (ocdaTassl
U Y-IIIOTaMUITPAHCIIENTHAa3bl. BHENEUeHOUHbIE TPOSABICHUS HE XapaKTepHbl. B ennHuy-
HBIX CIIy4asX OTMEYaeTcss MOJTHHEHOCHOE TeUeHHE renaTuTa Uikl XpOHUYECKOE, C pa3BUTHEM
¢dhubpo3za.

Mertoas! ucciaenoBanus. Ceposiornyeckass fuarioctTuka. /luarunos renarura G non-
TBepkaaeTcs ¢ nomortpo [P (o6napyxennem B kposu HGV-PHK). Ceponoruueckue meto-
Abl JUAarHOCTUKU OO0 HACTOAIIEIO BPEMCHHU HAXOAATCA B CTaJUU pa3pa60TKH.

Iporuo3. Yacto nprodpeTaeT XpOHUIECKOe TeUeHHE, 0COOCHHO MPH HATUIUH (POHOBBIX
3a0os1eBaHuil IedeHn. YacToTa BBI3AOPOBICHHS, PUCK PA3BUTHUS MTEUCHOUYHOW HEIOCTATOYHO-
CTH HE YCTAHOBJICHBI.

Pe3rome. BupycHble renaTtuTbl He HMMeIOT NATOTHOMOHHYHBIX XapaKTePUCTUK
KJIHHHYECKOr0 Te4yeHUs] M THCTOJOTHYeCKOH KapTHHBbI mopa:keHus nedeHu. Ioatomy
NOJIHBIA AHAarHO3 BUPYCHOIO IeNaTuTa MOKeT ObITh MOCTABJEH TOJABKO HA OCHOBAHHH
cnenupuUYecKHX J1a00PATOPHBIX TeCTOB.
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Ta6auna 10

OueHKa cTeneHn aAKTUBHOCTH XPOHHYECKHX BUPYCHBIX IeNaTUTOB
(B.H. Tumuenko u coasr., 2005)

CreneHb aKTUBHOCTH

IMoka3aTesb AJAT N0 OTHOLLIEHHIO K HOpMe

OTcyTCcTBHE aKTUBHOCTH <1,5
MunuManbHas 1,5-2,0
Husxkas 2,0-5,0
YMmepenHas 5,0-10,0
Beipaxxennas > 10

Taoauna 11

OHeHKa THKECTH XPOHUYECCKOT0 BUPYCHOI0 renmaTtura ¢ HUTOTUTHICCKAM CHHAPOMOM
(B.H. Tumuenko u coasr., 2005)

AJAT Aaboymun/
Crenenn IHeyenounas (110 OTHOMIEH IO | TI0Gy.THHOBHI HROTpomﬁnH‘?-
TSKeCTH | sHuedasonaTus Bblil ungexc (%)
K HOpMe) HHIEKC

Jlerkas Her 2H 2,5 > 60
Cpenneit

KT ++ 34H 2,4-2.0 60-50
Tsoxenas +++ >5H <2,0 <50

Tab6auma 12

OueHKa TAXKECTH XPOHUYECKOT0 BUPYCHOTO reNaTuTa ¢ X0J1eCTATHYeCKUM CHHAPOMOM
(B.H. Tumuenko u coasr., 2005)

Crenennb Buaupyoun AJAT Hlesounasn ITTI
3yn (1o oTHo1IE-
TS2KeCTH MxkmoJib/a pocharaza ME/ma
HHIO K HOpMe)
Jlerkast + <100 2H 1 > 100
Cpennsis | ++ 100-200 3-5H 1 100-300
Taoxenas | +++ >200 >5H 1 > 300
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Taonuna 14
Kputepum Ts:xecTH BUPYCHBIX FeNaTUTOB Yy JeTeil
(B.H. Tumyenko u coasr., 2005)

Tabonuua 13
Crleun(lm'iecxne METOAbI .ﬂaﬁopaTopﬂoﬁ AHATHOCTUKH XPOHUYECCKHMX BHPYCHBIX Ie¢naTuToB
(B.H. Tumyenko u coasr., 2005)

BapuanT renarura Iepuon CepoJioruueckne MapKepbl Kaunuyeckue Kputepuu
I'emop-
HBsAg (+) Cunzpom .| paru- Pazmeps! neuenn
OBocTpere antu-HBc IgM (+) unToken- | OTeunbIi | o .| uaaGoparopubie kpuTepun
p antu-HBc IgG (+) Kaluu CHHpOM CHH-
HBeAg (+) apoM
HBsAg (+) = = :
Peunceus antu-HBc IgG (+) Crenens g El s 3 g E s 3z £
TSAKECTH = Sl 3 o | T | €3 = =
HBsAg (+) 2« |E| 5 S| ES [<E S| 3
HBeAg (+) Scl=|E|lE|s|lc| S| 2288z £ | &
XpoHHYECKHIA antu-HBc IgM () SEl&| = o HAEIEEERE R 2l = Eg¢
rematur B PerutnkaruHas Qasza antu-HBc IgG (+) SE|&| s E(S12 5] g = 2z = 2| E S 2
TP HBV JHK (+) & 5| =|&|z&z 2% & | EF
AnAT B 1,5 u 6onee pa3 g E E 2| = § 2 2 E E
BBIIIEC HOPMBI t &) ST = o 2
p = @ ~2 2 | =
HBsAg (+)
antu-HBc IgG (+) 0-15 120—
HocurenbcTBo [P HBV JIHK (-) Jlerkast + <2cMm pas <85 30
(uHTerpatuBHas (asza) AJAT NpeBBIIAIOT HOPMAJIBHBIC
nokasaresnu He OoJiee uem 15-30 | 85-
B 1,5 paza Cpez[Hsm + + | + + 2-5¢cm pas 170 80-60
Antu-HCV IgM (+)
. O6ocTpenue Antu-HCV IgG (+) 30-50
XpoHnyecKuit [P HCV PHK (+) Tsoxenas + | +|++|[+]+] + ]+ | >5cm | pasu | >170 | 60-40
renarit C Antu-HCV 1gM (-) Gonee
Pemuccus Ant-HCV IgG (+)
IMIP HCV PHK (+)
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Taoauua 15

JAnddepeHuajbHO-ITUATHOCTUYECKUE IPU3HAKY BUPYCHBIX FeNaTUTOB y AeTel
(B.®. VyaiikuH u coasT., 1994)

JuarnocTu- . . " . .
Bupycusiii | Bupycusbiii | Bupycnsbiii | Bupycubiii | BupycHbrii
YyecKHe NMpu-
AHAKH renatut B | remarur A | remarut C | remarutr E | remarur D
Bce Bo3-
Bce Bo3- Bce Bo3-
Bospacr 6omb- Crapuie pact- Crape
pacTHbIe pacTHbIe
HBIX roza HBIE TPYIIIBI rona
TPyYTIIBI TpYIIIBI
Hukybamon- 2-6 mec. 14-45 nueit 2HeL. =3 | 5 45 JHEi 2 HepL
HBIN TIepHON Mecsia 3 mecsna
Hauano 3a60- ITocrenen- Ilocrenen- Yacro
Octpoe Octpoe
JICBaHUsA HOE HOE ocTpoe
HNuTtokcukamus
R Cnabo BbI- Cnabo BbI- Cnabo BbI- Yacto BbI-
B IIPE/IKENTYIL- Bripaxena
paxkeHa pakeHa pakeHa paxkeHa
HOM TIepHojie
NnaToKcukanus C 11360 BbL- OrcyterByeT | OTCYTCTBYET
B JKENTYILIHOM Bripaxena AKeHa Wy c1abo iy cnabo | BeipaxeHa
nepuoze p BbIpakeHa BbIpa)keHa
(0)37113 Mosxet 0b1Th | OTcyTcTByeT | MokeT ObITh | OTCyTCTBYeT | MOXKET OBITH
Jlerkue
Yarme cpen- Jlerkue 1 Ges- Tsoxensie
Tsoxectb 3a00- | HeTSDKEINbIE u cpen- KEIITYLIHEIC Jlerkue dop- U 3J10-
JIeBaHUs U TsSOKeTble | HeTsKellble q)f)y MBI MBI Ka4yeCTBEH-
(hopMel (dopmsl P HbIE (HPOPMBI
JlmuTenbHOCTh
Oxono
KEJTYITHOTO 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
renarura CKHH remna- cllydaeB
TUT
HBsA,
HBsAg, poin
JIOTUYE- HBeA Auru-HAV .
Ceponoriie e g Artu-HVC | Anrtu-HVE | HBe, HDV
CKHE MapKepbl antuHBc IgM A
IgM g, aHTH-
HDV IgM
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Tabnanna 16
Ol.leHKa THXKECTH XPOHUYECKOI'0 BUPYCHOIO renatTura ¢ ayTOMMMYHHBIM CHHAPOMOM
(B.H. Tumuenko u coasr., 2005)

AJAT (110 AabOymun/ AHTHTE]IA
C rJ100y1u-
Terenn ApTpanruu oTHOMIE- HOBBIH .
THAXKECTH HHUIO K03(- K rraxxoii K kaerkam
K HOpMe) dumenT MYyCKYyJIa- Heyenn
Type
Jlerkas + 2H 2,5 + +
Cpennersixenas ++ 3-5H 2,4-2.0 ++ ++
Tsxenas +++ >5H <20 +++ +++

Y4uTBIBas aKTYaNIbHOCTh XPOHHUYECKOTO TEUCHHUS! BUPYCHBIX T€NAaTHUTOB, B OLIEHKE COCTO-
SIHUS peOeHKa HEeOoOXOIUMO YUYUTHIBATH aKTHMBHOCTH OOJIE3HHM, €€ THKECTh U BBIPAKEHHOCTD
CHHJpOMa TeraTolUTOoNn3a, Xoiecrasa (taon. 10, 11, 12, 13, 14, 15, 16).

4.1.1.8. I'emaTuThl, BHI3BaHHBIE JPYTUMHU BUPYCAMM.

He wuMeroT BO3pacTHBIX OrpaHMYEHHH, BCTPEYAIOTCS M B HEOHATAJIBHOM IIEpHOJE.
XapakTepHbIMU NPU3HAKAMU SIBJISIOTCS BBIPAKEHHAs renaromeranus (10 5 ¢M u3-1moj Kpas
peGepHON Jyru y HOBOPOXKICHHBIX), JKEITYLIIHOCTh CKJIEp, pa3BUTHE TPOMOOIMTOIEHUH,
yBEJIUYEHHE MPOTPOMOMHOBOIO BpPEMEHH, aKTUBHPOBAHHOTO YaCTUYHOIO TpomOoria-
CTHMHOBOTO BPEMEHH, BBICOKHH YpPOBEHb CHIBOPOTOYHBIX [[-IUMeEpOB, MOBBIIIEHHE YPOBHS
C-peaxtuBHOTO Oenka, menouHoit hocdaraser, ATAT, ACAT. Hepenku ciy4an aHeMHUH.

OCHOBHBIM METOIIOM HCCJICIOBAHHUS SBISICTCS BUPYCHAsI AMArHOCTHKA. [IpHBOIMM KITH-
HUYECKHI IIPUMEp TenaTuTa y peObeHKa ¢ OCTPhIM TeueHneM HH()EKIIMOHHOTO MOHOHYKIIE03a.

Kaunnveckuii npumep Nel. Boinucka u3 ucropun 6onesnu pedénka C.

Anamue3 xu3nu. Pogmicsa 10.02.2012 1. oT nepBoii 6epeMeHHOCTH, MPOTEKaBIIeH 0e3
TOKCHKO32 1 I'eCT03a. POJIBI B CPOK, T€CTAIlMOHHBII BO3pacT npu poxaeHnu — 40 Hexens. Mac-
ca npu poxxaenuu — 3500,0 1, anuHa — 52 cM. B poaniome npoBezieHa BakIMHAIMSA renatut B
n BCG. Bce nmocnenyronye NpUBHBKY MTPOBOAWINCH COMIACHO IPUBHBOYHOMY KaJICHAAPIO.
Ha ecTecTBeHHOM BCKapMITHBAaHUH HAXOAWIICS IO 2-MECSYHOTO Bo3pacTa. Jlo HacTosIIero Bpe-
MeHH He Oorel. [IcHXoMOTOpHOE pa3BUTHE COOTBETCTBYET BO3PACTY.

AnamHue3 3a06oseBanusi. bosnen ¢ 16 nexabps 2014. 3aboneBanue HavaIOCh ¢ KA, PU-
HUTa, O0e3 moxbeMa Temreparypbl. CorllacHO Ha3HAUYSHUIO YYaCTKOBOTO Bpada, moiydan ¢uie-
MOKCHH. 25 nexa0Ops Ha KOKe JIMIa, BEPXHEH 4acTh IPyIH IOSBUIIACH IIATHUCTO-NAITYIIe3HAs
CIIMBHAS CBHINb, TEMIIEpaTypa He MOBHIIIANach. bbuta BhI3BaHA «CKOpas MOMOIIb», BHYTPH-
MBIIIEYHO BBEJCH CYNPACTHH, TOJIOKUTEIFHON JHUHAMUKU CO CTOPOHBI KOKHBIX TOKPOBOB HE
ObLI10, HAIPOTHB, Yepe3 HECKOIBKO YaCOB CHIIb yCHIINIIACh, PACIIPOCTPAHUIIACH HA KOHEUHOCTH,
nepeiHIoro Oproninyo cTeHKy. [To «Ckopoii momorm» 26 nekadps 2014 gnocTasieH B O0JIbHHUILY.
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IIpu noctynieHnu cocTosiHue — cpeaHeil Tshxect. JKayercss Ha OOJIM TIPU IIOTaHHU.
B rnerkux BbICIyIIMBAeTCS XKECTKOE JbIXaHUE, XPHUIIOB HeT. M3 Hoca clIM3uCTO-cepo3Hoe
ormensieMoe. Ha koxe nwma, rpyau, >KMBOTa SIPKO-PO30Basi TMSATHUCTO-TIAITYJIE3HAS CIIHB-
Has chlb (puc. 8). HekoTopbie 3JIEMEHTHI ChIIM C TEeMOPPAarn4eCKUM KOMIIOHEHTOM HMEOT
CUHIOIITHYIO OKpacKy. 3€B TMIEPEMHUPOBAH, MUHIAJIMHBI YBEJIMYECHbI, HA MUHAAJIMHAX HAJIET
cepo-0ernoro BeTa, MECTaMH CIIMBHO#, B OCHOBHOM B BU/Ie OCTPOBKOB. [onoc rpomkwuid. [Tasb-
MUPYIOTCS TOAYEITIOCTHBIC TUM(OY3ibl 10 1,5-2 cM, Gonblie cripaBa, npu najibnanud 6e300-
JIE3HEHHBIC, TOBMKHBIC. [IbET HEOXOTHO. JKUBOT MSITKWH, OCTYIEH ITyOOKOH Masblaiuu,
neyeHpb +2,5-3 cM, cene3eHKa 1o Kpar peOepHoil Jyry.

OOuMii aHATH3 KPOBH:

MoHo-
Hara | Tem. | Op. | Tpom6. | Jleiik. | uykie- | /s | c/a | Jlumd. | Mon | Do3 | COD
apel
28.12.14 | 109 | 4,24 | 304 14,5 0 39,3 51 9,7 13
30.12.14 ) 113 | 4,29 | 279 18,0 40 5| 206 17 11 1
04.01.15 ] 119 | 4,64 | 352 11,9 1 3] 35 35 26 8

OO6mruit ananu3 mouu ot 30.12.14: 6e3 maToNOrH4eCcKuX U3MEHEHHIH.
Buoxumuyeckuit ananuz KpoBu:

Iloxasarens 29.12.14 Hopma
OO0t OUIMPYOUH 5 2-21 MKMOJB/T
OO6mwmii 6e10K 64 54-87 r/n
MoueBuHa 2,4 1,8-6 MMoOIIB/1
Kpearunun 33 35-115 mMxmonb/1
AcAt 30 5-37 en/n
AnAT 116 5-42 en/n
Jar 931 0-480 en/n
K®K 35 24-229 en/n
d 359 114-935 en/n
Keneso 6,4 6,3-30,1 MKMOIB/IT
Kanpmuit 2,2 2,15-2,57 mmoms/a
CPb 11,8 0-20 mr/n

V3 npuBemeHHOro NpHMepa BHIHO, YTO y peOeHKa HMel MECTO CHHIPOM TIemaTo-
LUTOJIN3a, aKTMBHOCTH reraTuta ObLla HU3KOW (NOBBbIIEHHE AJAT MeHee, yeM B 3 pasa
10 CpaBHEHHIO ¢ HOpMoH). TedeHne MOHOHYKIIE03a XapaKTEPH30BaJIOCh MOSBICHHEM CHITTH
(puc. 8), 4TO, BOZMOXKHO, OBIJIO CIIPOBOLIMPOBAHO Ha3HaueHHEM (ieMokcuHa. 3BecTHO, U4TO
y IeTeii ¢ ”HPEKIHOHHBIM MOHOHYKJIE030M BO3MOXKHO pa3BuTHe renaruta [105].
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Puc. 8. Octpoe TeueHne MHOEKIIMOHHOTO MOHOHYKJIE03a Y peOeHKa 2 ieT. [enarut.
ITeuens +2,5-3 cm. AnAr — 116 en/im. Dx3anTeMa

4.1.2.AyTONMMYHHBI# TrenaTur.

AyrtoummyHHbI renatut (AWD) sBIsieTcs TSDKENBIM XPOHUYECKUM BOCIAIUTENIEHBIM
3a00J1eBaHUEM TICUCHN HEU3BECTHOM ATHOJIOTHH, KOTOPOE BCTPEYACTCS KaK y JeTeH, Tak U Yy
B3pocIbIX. Jlnarao3 6azupyercs Ha XapaKTEepHBIX THCTONIOTHIECKUX, KITMHHYECKHUX, OMOXHMHU-
YECKHUX M CEpOJIOTHUECKUX Mpu3Hakax. Bexynwimu kpurepusmu AUL SBIAIOTCS rTUIEPUMMY-
HontoOynuHeMust (3a cueT I1gG), Hanuuue NUPKYIUPYIOMUX ayTOAHTUTEI U MOJIOKUTEIbHBIN
OTBET HAa MMMYHOCYNPECCHUBHYIO Tepanuio. Yame OONCIOT IEeBOYKM W KEHIIMHBEL YacTora
AUT B cpennem cocrasisier 1/100000-1/200000 nacenenus [79, 86, 96].

Knuanyeckue nposisnenns ANUD ommyarorcst 00Jb1I0N reTeporeHHoCThI0. ['enarut mMo-
JKEeT UMETh JUIMTEJIbHOE TeUEHUE C IIEPUOIaMU CHI)KEHHsI U HapacTaHUs aKTUBHOCTH.

Knunmyeckast MaHuecTays pa3iindHa: OT aCHMIITOMATHIECKOTO TeUeHUs OONIE3HN 110
TSDKEJIOTO TelaTHTa ¢ XKEITYXOH U Ja)e 10 MOJHUEHOCHOTO TEYEHUs, TpeOyIoIIero TpaHc-
riaHTauuu nedeHu. OOIUM HecTIeUPHUUECKUM KIMHUYECKUM CHMIITOMOM SIBIISIOTCS apT-
pasiruu B 001acTH MeNKuX cyctaBos [19, 21, 41, 49, 79, 86, 96, 103].

Iugp no MKb-10: B17.8

Hecnennpuueckne cumnromsl AUT™:

* YyTOMJISIEMOCTb,

* COHJIMBOCTb,

* apecre3ud,

* aHopeKkcus,

* TOIIHOTA,

* 00U B )KHUBOTE,

* CyXOCTb KOXH,

* 3y4,

» ymxopajxa (B 21% ciydaes),

* BHUTHWJIUTO,

* aCIUT U OTEKH.

Ocmotp 6onpHOro AUIT MoOXeT He BBIABUTh HHMKAaKHX CHUMIITOMOB, HO Telaromera-
JIHs, CIJICHOMETaJIHs, JKeNTyXa TPeOyIOT MCKIIIOUYEHHsI XPOHHUYECKOrOo 3a00JIeBaHMs TEUYCHHU.
Y GOJIBHBIX € KENTyXOH OMIMPYOUH peako mpebiaeT 110 MKMOIB/JI, T.€ SPKO BBIPAXKCHHOU
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JKEITYHIHOCTH KOKHOTO OKpoBa y 6oinbHbIX ¢ AT, kak npasuio, He ObiBaeT. Hauano Gones-
HH BO3MOXKHO 33JI0JIT0 JI0 KIIMHUYECKOI MaHU(ecTauy. IT0 MOATBEPKAACTCS THCTOIOTHYe-
CKHUMH HCCIIEIOBAHUSMHE, KOTOPBIE ITO3BOJISIOT OOHAPYKUTh MPU3HAKH XPOHUYECKOTO TeaTH-
Ta, puopos. ['ucronornueckue nanupie npu AUIT" He UMEIOT cenUpHISCKUX XapaKTePHCTHK
Y CXOIHBI C APYTUMH BapHaHTaMH XpOHHYECKUX 3a0oieBanuii nedenu (puc. 9, 10).

XpoHuueckue 3a00/1eBaHNsA NeYeHU, MMEIOLIHe CXOHbIe THCTOJ0rHYecKUe H3MeHe-
nus (Krawitt E.L. et al., 2008):

* ayTOMMMYHHBIH I'enarTur,

* TEPBUYHBIN OWIIHAPHBII LIUPPO3,

* XPOHWYECKUI BUPYCHBIN Ie€HaTHUT,

* XpOHWYECKHH rematut B,

* xponudeckuit renatut C,

* XPOHMYECKHH renatuT Jeibra,

* XPOHMYECKHH IeNaTuT, BbI3BaHHBIN IPYTHMU BUPYCaMH,

* XPOHMYECKHI TenaTuT, WHAYIIMPOBAHHBIH JIEKapCTBEHHBIMH CPE/ICTBAMH,

* neduuuT G1-aHTUTPUIICUHA,

e Oosie3nb Buiibcona,

* IpaHyJIOMAaTO3HbBIH IeraTuT,

* TeNaTUT NpPU CUCTEMHOU KPacHOH BOIYAHKE,

* AJIKOTOJIbHBIM CTeaTorenarur,

* HEaJKOTOJIbHBINA CT€aTOTEaTHT.

Puc. 9. MH}uisTpaTHBHBIC H3MEHCHUS IICYCHH [P Ay TOMMMYHHOM T'eIIaTHTE
(Krawitt E.L., 2008)
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Puc. 10. Craauu nmporpeccupoBaHus TUCTOIOTUUECKIX U3MEHEHUH MEYSHU Y OOJBHBIX
C ayTOMMMYHHBIM TeTIaTHTOM

A — uHUNBTpaKs TUMQPOLUTAMH, TUIA3MATHIECKUMH KIJIETKAMH U 503MHO(HUIaMHU
y 16-neTHei 1eBOYKH ¢ ay TONMMYHHBIM FeIaTUTOM, BBISIBICHHBIM B IEPHO/] TIpHEMa
MUHOLMKIIMHA.
B — uHOMWIBTpaUMsINM(OLMTAMI U ILTA3MATHIE CKUMH KITETKAMH, DA3BHTHETPAHYIIEMBI.
C — unbunpTpanys MMMOOLHUTAMH, [UIA3MaTHISCKUMH KICTKAMH U 303MHO(MIA-
MHU, IUCTPOPHICCKHAE N3MEHEHHUS TeTIaTOLHTOB.
D — uuppo3 npu ayroumMmmyHnHoM rernature (Krawitt E.L., 2008).

Hawmzoro uaie, uem apyrue OoinbHbIE renatutom, nanueHtsl ¢ AU uMeroT tupeonur
XamuMoTo, I3BEHHBIH KOJUT, caXapHbIi 1uadet | TuIa, HeMuaKuio, BATHINTO, PEBMATOH THBIH
apTpurt, cuaapoM lllerpena, CHCTEMHYIO KPaCHYIO BOITYAHKY, PEBMaTHYECKYIO OIUMHANTHIO,
kpanuBHuIly. Berpewarorest coueranust AUT ¢ 6one3npto KpoHa, ayTOMMMYHHBIM TaCTPUTOM,
KOJIJTAT€HOBBIM KOJIUTOM, HapylIeHHeM (yHKIHH TUIIO(H3a, CAPKOUI030M.
Y4uTBIBas TETEPOTeHHOCTh KITMHUYECKUX MpU3HaKoB AUT, y GONBHBIX HOJIKHBI OBITh HC-
KJTIOUEHBI BUPYCHbIE ¥ TOKCUYECKHE TeTaTUThI, SKCTparleYeHOUHast 00CTPyKIUS, TePBUIHBIN
OMIMapHBII LUPPO3, EPBUYHBIN CKIEPO3UPYIOLUIMNA XOIAaHTUT. M301MpoBaHHOE MOBBIICHHE
AcAT 1 AnArt nenaet HeoOXOMUMBIM NpoBeneHue auarnoctuku AUT [41, 103].
B ocnoBe knaccupukanmu AUT nexuT BBISIBICHHE ayTOMMMYHHBIX aHTHTEI, HAJTHYHC
KOTOPBIX MO3BOJISIET ONPENENIUTh Ba BapUaHTa rernaruTa.
J1s ayTOMMMYHHOI0 renaruta 1 TMna XapakTepHO HAJIMYHe CIedyIOIUX AHTHTe
(Krawitt E.L., 2008):

* aHTHUHYyKJIEepHbIe (ANA),

* aHTHUIVIaJKOMBbIIIeuHble (SMA),

* aHTHAaKTUHOBBIC (AAA),

* aHTHTEJa K pACTBOPUMOMY aHTUTCHY NIEYCHHU U MOJPKENTyI0uHOH kenesbl (SLA/LP),

¢ QTUINHUYHBIC TICPHUHYKJICAPHBIC aHTHHeﬁTpO(bPIJ'ILHBIe OUTOIINIa3MAaTUYCCKHUEC aHTUTCIIA

(pPANCA),
* aHTHMMHUTOXOH/pHAJbHBIC aHTHTENA (AMA).

Ipu ayrOMMMYHHOM renaTuTe 2 THIA ONPENENSIIOTCH CJIeIYIOUHe ayTOaAHTUTeIa
(Krawitt E.L., 2008):

* ayTOAaHTHTENa K MUKpOCOMaM re4yeHu u nouek (ALKM-1),
* ayTOaHTHTEla K IEYEeHOUHOMY LIUTO30JIbHOMY IpoTeuny (ALC-1).
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Yacrora BbISIBICHHS ayToaHTUTEN He npeBbimaet 30%, BenencTsue 3Toro aquarao3 AU
HE MOXKeT 0a3UpOBaTHCs TOIBKO Ha ONpPEAeIeHNH ayTOAHTUTEN. Bpaua-nequarpa qOIKHO Ha-
CTOpaXXMBaTh HAJIMYME HECTCHU(UIECKUX CUMIITOMOB OOJIE3HU B COUYETAHUU C MOCTOSIHHBIM
moBEIIIeHHEM (epMEeHTOB ATAT 1 ACAT, KOTOpbIE HEPEIKO HEHAMHOTO OTIMYAIOTCS OT HOp-
Mbl. B HEKOTOpBIX cilyyasx peajbHbIM ITOATBEP)KICHUEM ayTOUMMYHHOI'O TelaTHTa ABJISIETCS
MOJIOKUTENIbHAS PEaKLUsl HA UMMYHOCYITPECCUBHYIO TEpAINuIo U OHOIICHS IIEYCHU.

JuarHocTHYecKre KPUTEPHH ayTOMMMYHHOTO rerariTa Obutd pa3padoTansl MextyHa-
POIHOM TPYIIION MO U3YYEHHIO ayTOMMMYHHOTO renaruta u MexayHaponHoi Accorpanueit
10 U3y4YEeHUIO 3a0osieBaHui ieuenu [79, 96].

4.1.3. I'mnep303uHOGUILHBII renaTur.

I'nnepao3unoduabublii cunapom (HES). JlnarnocTnyeckuMu KpUTEpUSIMUA HTHOTIATH-
YecKoro rurnep3o3uHopmibHoro cunapoma (HES) sBisitoTCS: mepcucTHpyroIas ruiep303u-
Hounus Gosnee 1500/MM3, OTCYTCTBHE MPUYMH JUIS DO3MHO(UINK, BOBICUECHUE PA3IUUHBIX
opraHos u cucrem [39, 104]. B 100% ciay4yaes HES BbIABIAOTCA reMaToI0rHdecKie u3Me-
HeHus, 64% - HeBponoruyeckue, 56% - KOXKHbIA cuHAPOM, 54% - KapIMOBaCKYJISIpHbIE HapY-
menus, 40% - myneMoHanbHbIE, 32% - nopakeHue neueHu, 26% - puHUTHI U cuHycuThl. Hau-
6onee xapaktepueiMu Uit HES cumnromamu sBIsIOTCS €1a00CTh, YTOMISEMOCTD, Kallemb,
JICITHO?, MUAIITUH, aHTHOHEBPOTHYECKHH OTEK, CHIIb, JINXOPAIKa, PHHOpEsI.

IMopakeHue mevyeHU, Kak MPaBUJIO, NPOSIBJISAETCS XPOHMYECKUM AKTHBHBIM rerna-
THTOM C Pa3BUTHEM J03HHOPMILHOH MHOWILTPANUH, AeTPAHYJIANHEH IeNaTOUUTOB U
renarouuToausom (puc. 11).

Puc. 11. Xponuueckuii aktuHblii renatut npu HES[33]

K coxanenuio, 1uarHoCTUKa reraruTa y AeTei 1 yTOYHeHHe ero IPUYMHBI HEPEAKo Obl-
BalOT 3aTpyAHEHbL. IIpHMBOAMM KIIMHUYECKUH IIpUMep IelaTuTa y Majabuuka 12 et

Knunuuecknii npumep Ne2. Brinucka u3 ucropuu 6onesnu pedenka H., 12 ner.

C 2008 roma crpamaer caxapHbiM quabetoM | Tuna (HaBHOCTH 3a00JI€BaHMS K aNpeio
2012 roga cocrasuia 4 roga). [lonyuaer HoBopanua (25 en/cyTtku) u nesemup (12 en/cyrkn),
JHEBHHUK CaMOKOHTPOJIS BEHET HEPETYIAPHO, JacTo HapymaeT AHeTy. [lo3y MHCYIHHA KOH-
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TpoIHpyeT camocTosTesnsHo.B Teuenne 2011 rona 4 pasa Haxoauics Ha CTALMOHAPHOM Jie-
YEHUU B CBSA3H C COCTOSHHEM JEKOMIICHCALIUK C KEeTOAlUA030M, nociequuid pa3 B 2011 roxqy
OBUT TOCIUTATM3UPOBAH B MOPO30BCKYIO JIETCKYIO KIIMHUYECKYIO OONBHHUILY, e HAXOMAMICS
¢ 30.11.2011 mo 7.12.2012. TIpu oOcrenoBaHuK BBISBICHA TematoMeranus (+3 cM H3-1of
Kpasi peOepHoil Jyru), MoATBepKACHHas pe3yibraramMi Y3U. Pa3Mepsl meyeHu 1o JaHHBIM
VY3U cocrasnsnu 147 mm (nipaBast 1ois1) U 72 MM (JieBast 1ons). Buoxumuueckue mokasarenu
(32 MCKITIOUEHHEM TUTIEPIIIMKEMHHK) ObLTH B MpejesiaX HOpMbl. MallbduK ObLT BBITIMCAH C TUa-
rHo30oM: «CaxapHblii quader [ Tuna, taBHOCTh 3a001eBaHus — 3 TO/1a, CTa/AUs ICKOMIICHCAIIMN
¢ xeto3oM. I'ematonarus. Jlunoruneprpoduu. JJuCKUHE3Ms XKEITIEBBIBOAAINX Iy TEH».

29.03.2012 pe6énox Brepsbie noctynui B T/II'b ¢ nuarHozom: «CaxapHblii nuaber
I tuma, cragus nexomnencauuu. Keros. I'emaronarusi». Ilpu ocmorpe oOpamaer Ha cebs
BHUMAaHHE rernaToMeranus (HIKHUHA Kpail neueHu +12-14 cMm), )KHUBOT yBelIW4eH B o0beMe,
0O0JIE3HEHHOCTH TIPH MAJIBIIAIMK HET, HO ITyOOKas Iajblanus BEI3BIBAET Y peOCHKa HETIPHUST-
Hble omryuieHus (puc. 12). YnsrpassykoBoe uccienoBanue 30 mapra 2012 roma moaTBepauio
reraToMeraiuio: epeaHe-3aaHui pa3mep npaBoit nonu — 148,4 mm, nesoii — 80,4 MM, miepBo-
ro cermenTa — 25,5 mm. CocyaucThIii pUCYHOK 00eaHEeH. PasMephl MOmKemyIoqHO# Kee3bl
TaKXe yBEJIHYEHBI, CTPYKTypa HEOAHOPOHA.
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Puc. 12. Tenaromeranus y pebeHKa ¢ caxapHbIM IHa0ETOM U TeIaTUTOM.
HwkHuit kpaii iedeHy BBICTYTIAET 3a Ipeielibl peOepHOl yTH Mo CPpeTHEKIIOUNYHON JIMHUH
Ha 14 cMm. BepxHss rpaHuna neueHu — 3-e Mexpedepbe 110 [IPaBoil CPeANHHO-KIIOUNYHON
nuHuM (OonbHUIa uM. 3.A. banuiseBol, sHAOKpUHOIOTHYECcKoe oTaeeHue, 2012)

B 6unoxumuyeckoM aHanusze KpoBd oT 30.03.12 BbISBICHO MOBBIMICHUE YPOBHS OOILETO
OnnmmpyOuHa 10 41 MKMOIIB/II, YpOBEHb IIPSIMOT0 OHIMpyOHHA cOCTaBMI 9 MKMOMB/T (22% oT
ypOoBHS 00111eT0), 1mesouHas Gocdaraza — 641 en/n (npu Hopme 64—258 en/m). Takum oOpazom,
MMEJH MECTO IPU3HAKU X0JIeCTa3a y peOeHKa ¢ caxapHbIM AMabeTOM U BBIPa)KEHHOI remaro-
Merajuei, HO IIPH 3TOM YpoBeHb ANAT U ACAT B nepBoM OHOXMMHYECKOM aHAJIN3€ KPOBU
ObuI B mpezenax HOpMbI (9 en/n u 5 en/n coorBercTBeHHO). KpoMe nmepeuncieHHbIX mokasa-
TeJIel ObLI MOBBIIICH YPOBEHB JIUIIONPOTENIOB BEICOKOH IIoTHOCTH (1,1 MMOJIB/)T IpH HOpME
0-0,9 mmoiB/1T) B Heopranmdeckoro ¢ocdopa (2,0 mmons/n mpu HopMme 1,13—1,45 Mmonb/i).
B noBTopHOM OMOXMMHUYECKOM aHanu3e KpoBH OT 4.04.2012 oOHapy»KEeHO HapacTaHUE YPOBHS
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AnAT u AcArt 1o 360 en/n u 313 en/n coorBercTBeHHO. CHHIPOM I'eNIaTOLUTONN3a COXPaHSLI-
sl B TEUEHHUE BCETO Meproa NpeObiBaHus peOCHKa B KIMHUKE C TEHICHIUEH K CHIDKCHUIO Ha
¢one nmpoBoxuMoro JiedeHus. OTMeyanich Ipu3Haky xonecrasa. [IpoBeneHHbIe BUPYCOIOTH-
yeckue uccienoBanus (ITLP-quarHocTika 1 cepoNornyeckue JaHHbIe) He 1l BO3MOXXHOCTH
OIIPEACNUTD IPEIIoaraeMblil STHOIOTHUECKUN (PAaKTOp TeraTnTa.

C 1.04.2012 B Tepanuio ObuT BKIItOUEH XoduTon mo 1 yaiHOW JoxKe 3 pasa B CyTKH,
¢ 4.04.12 nobasnen Ypcodainsk 1o 1 karcyne (250 Mr) 3 pasa B ieHb.

PeGerok Obi1 BhmmcaH 21.04.2012 roma ¢ anarHo3oM «[emaTuT HEyTOYHEHHOH 3THO-
JOTHM», C YIyYIICHHEM: CHU3MICS YPOBEHb (DepMeHTOB 10 145 en/i, COKpaTHINCh pa3Mepsl
neyeHu (TpY BIMUCKE HIDKHUE Kpail BRICTYNan 3a mpenensl pedepHoil ayru Ha 4 cm). JJanb-
Heliree HaOMOeHUE IPOBOAUTCS 110 MECTY KUTEIbCTBA y TACTPOIHTEPOIIOTA.

4.1.4. Cungpom Peiie (ocTpas neyeHouHast sHnedasonaTus
HJIN OeJiasi me4eHOYHAas1 00JIe3Hb).

ITpuuuna cunapoma Peiie (unu Pes) o HacTosIero BpeMeHu HeusBecTHa. B ocHoBe 3a-
GoneBaHMs JISKUT Pa3BUTHE MUTOXOHAPHAIBLHON HEIOCTATOYHOCTH.

Mudgp no MKB-10: G93.7.

IMarorene3. Cunnpom Pest Bo3HuKaet vamie y neredl 4 — 12 net Ha QoHE JeYeHuUs Jiu-
XOpaJIK{ BUPYCHOTO ITPOUCXOXKACHHS aHTUIIUPETHKAMH, COACPIKAIIIMH alleTUIICATUINIOBYIO
KHCIIOTY. XapakTepusyercsi OBICTpO Mporpeccupyromieil sHiedasonarueid u KUpOBOH WH-
(dunsTpanuei neyeHu.

Kamnuxka. Uepes 5—6 nueil mocine Hadaaa BUPYCHOTO 3a00IeBaHUS (IIPH BETPSHOM OCTIe —
Ha 4-5-1 IeHb NOCIIe NOSBJICHUS BBICBIIAHUI) BHE3AIIHO Pa3BUBAIOTCA TOIIHOTA U HEYKPOTU-
Mas pBOTa, CONPOBOXKAAIOIIUECS U3MEHEHHEM IICUXUYECKOTO cTaryca (BapbupyeT OT Jerkon
3aTOPMOXKEHHOCTH IO IIyOOKOI KOMBI, 3NIU30/10B 1€30PUEHTAIMHU, IICUXOMOTOPHOTO BO30YX-
JeHust). Y nereil 10 3 €T OCHOBHBIMU IPU3HAKaMU OOJIC3HU MOTYT OBITh HapyLIEHHE JbIXa-
HHS, COHJIMBOCTB U CyROpord. [Ipu OTCYyTCTBUY aieKBaTHOI Tepanuy XapaKTepHO yXyAIleHHe
COCTOSIHUS OOJIBHOTO: OBICTPOE Pa3BUTHE KOMBI, CYIOPOT, OCTAHOBKH AbIXaHus [3].

Metoabl ucciaenoBanus. OnpenensomyuMu SBISIOTCS OMOXMMUYECKUN aHalN3 Kpo-
Bu, KII[C, koarynmorpamma. B KpoBH MOBBIIIEHO COAEp)KaHHE aMHHOTpaHCc]epas, aMMHaKa,
KETOHOBBIX TeJl, YIMHEHO TPOTPOMOMHOBOE BpeMsl. XapaKTepHbl MeTa0ONNIeCKUH anumos,
TUIOTIINKEMHUS.

IIporno3. HebnaronpusTHEIH, eClIM ypoBEeHb aMMHUaKa B mazme >300 Mxr %, ObIcTpo pa3-
BUBAETCS KOMa, OTMEYAIOTCS ACKOPTHKAIIMOHHAS WM JenepeOpaibHas PerHIHOCTb, aTOHMS.

4.2. Tenatomerayuu, 00yc/10BJIeHHbIe IPHOOPeTeHHBIMU
HApYWIEHUsIMH MeTa00/11u3Ma

4.2.1. Hea1KOro/IbHBII cTEATOreNnaTUT (HeaJKOroJbHAs KUPOBas 00JIe3Hb IeYeHN).

MIugp no MKB-10: K70.1; K76.0.

B Hacrosiiee BpeMst OOJBIIYIO aKTyalbHOCTh MPUOOPETAIOT XKHUPOBasi O0JE3Hb MEUYECHU
U HeanKoronbHei crearorenatut [10]. Bo BceM Mupe oTMedaeTcs poCT OXKHPEHHUS Y JIEeTe:
HaurHas ¢ 1974 roga k Hadany XXI Beka 4uciIo IeTel ¢ OKUPEHUEM WIIM U30BITOYHOM Maccon
Tena Beipoco ¢ 11,3 10 22,6% cpenu ManpuukoB U ¢ 9,6 10 23,7% cpeau nesouek [119]. B 1980
TOy BIEPBHIC OBUIO JaHO IOJHOE OMHMCaHHE HEAJIKOTOIBHOTO CTEATOTeNaTUTa y B3POCIHBIX.
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[TanneHTsI ¢ HeaIKOTOJILHBIM CTEaTOTEIaTHTOM UMEITH OKUPEHIE M HEPEAKO THIIEPIUIHAEMHIO.
Crycers 3 rofa BHepBble ONKCAH HEAJKOTOJBHBIN CTeaTorenarut y aeteil ¢ oxxupeHueM [51].
B nacrosiiiee Bpemsi HEaJKOTONBHBIN CTEaTOTENAaTUT CUUTAETCSI COCTaBHOM YacThIO HEaJIKO-
TOJILHOM XMUPOBOH OOJIC3HU MEYCHU, KYIa BXOJST HECKOJIBKO COCTOSTHHM, HAYMHAS OT IPOCTOTO
CTeaTo3a, HeaJIKOTOJIBHOTO CTeaTOTeNnaTHTa U 3aKaHYMBasi THIIMYHBIM IIUppo3oM (puc. 13, 14).

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

Puc. 14. MakpoBe3uKyJSIpHBIC )KUPOBBIC H3MEHEHUS [ICUCHU Y peOeHKa 6 MecsIeB
C HAapyIICHHEM TIEPEKUCHOTO OKUCICHHS JIMITH/I0B. MUHUMAIIbHBIC POSIBICHUS TOPTAIBHOTO
(hubpo3za 1 mponuQepauy JMUTESIHS KETIHBIX IIPOTOKOB (YKa3aHbI CTPEIIKOA).
Michael O. Stormonetal., 2004 [103]
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CornmacHO TMOCHETHUM JaHHBIM HeaJKoroJibHas skupoBas Oone3nb nedeHu (NAFLD)
y JAeTei, cTpafaroumx U30BITOYHONH Maccoi Tena, C KaKABIM TOJIOM CTaHOBUTCS Bce Oolee
Ba)KHOM npoOsieMoii. YacToTa HEealKorojJbHOIO CTeaTorenaruTa y JIeTeil ¢ OKUPeHUEM U H3-
ObITOUHON Maccol Tena gocruraer 9,6% [59, 121].

Bepudukanus nuarsosa oueHb TpynHa, T.K. NAFLD gacto mMeeT acHMITOMAaTHYeCcKOe
teuenue [10, 23]. Crearo3 reueHu onucas U 'y feTeit nepsoro roja xusuu [120], Ho B epBbie
TOIBI XKM3HU NPUYUHON CTeaTo3a SBISIOTCS BPOXKACHHBIE HAPYIIEHHsT METa00JIM3Ma, B 4acT-
HOCTH HapyIlleHHE OKHUCICHUS JKUPHBIX KHCIIOT.

CumnTomsl, yka3biBalolue Ha BeposiTHOCTH NAFID y nereii

* IOBBIIIEHHAs YTOMJIIEMOCTD,

* 0o B )KUBOTE O€3 ONpPEACICHHON JIOKATU3AI1H,

* U30BITOYHAS Macca TeJla WITH OKUPEHHE,

¢ renaroMeralius,

* akaHTO3 (acanthosis nigricans),

* BBIp@)XEHHAs IUTMEHTAlUsl B ECTECTBEHHBIX CKJIQJAKaX KOXH, B oOnacTu mieu
(puc. 15),

* HaJIW4Me PE3UCTEHTHOCTH K HHCYIIHUHY,

* caxapusblii quaber II Tuna,

* HeOnmaronpuaTHbIH ceMeitHbii anamHe3 (cirydan NAFLD y poncTBeHHUKOB),

* IOBBIIICHHE YPOBHS TPaHCAMHUHA3,

* TUNEPTPUIIHLIEPUICMUS,

* HU3KHE TUTPbI Ay TOAHTUTEN K IVIaIKOMBIIIEYHBIM KJIETKaM.

Puc. 15. TunepnurmenTanys B 00JIaCTH 11U Y JIEBOYKH-TIOAPOCTKA.
Juarnos: crearorenarut (Wikipedia, 2015)

W3 MHCTpyMEHTAJbHBIX METOOB HMCCIIEIOBAaHUS HE CYIIECTBYET HH OJHOIO, KOTOPBIH
uMen Obl BBICOKYIO CTEHEHb YyBCTBUTEIBHOCTU M CHEIMU(UUHOCTH A AMATHOCTHKU Heal-
KOTOJIbHOH >KUpOBOH 00JI€3HU NeueHu. B nepByto odepesb UCIONIb3yeTCs YIbTPa3ByKOBOE UC-
Cllel0OBaHUE NIEYEHH, 3aTeM KOMIIbIOTepHas ToMorpadus (puc. 16).
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Puc. 16. Komnerorepnas tomorpadus. Crearo3 neuenu (Wikipedia, 2015)

4.2.2. KBanuopkop—CHHAPOM.

OTHOCHTCS K TPHOOPETEHHBIM HapyIIEHUSIM MeTa00IM3Ma, IMEeT TaKKe Ha3BaHHE CHH-
JIPOM OEJIKOBO—KaJIOPHIHOW HEJJOCTATOYHOCTH [7].

udp no MKB-10: E40.
@ \1
o

[T oo

Puc. 17. Buemnuii Bun neteii ¢ cunapomom Keammopkop (Wikipedia, 2015)

Iatorene3. Berpeuaercs B cinabopa3BUThIX cTpaHax. Yalie mossisieTcs y JeTeil mocie
OTHSATHSA OT TPYIH U IIEPEBOJIE UX HA PACTUTEIIHHYIO ITHUIIY, COCTOSALIYIO B OCHOBHOM U3 YIJIEBO-
noB. Pa3ururo cuanpoma KBammopkop MoOryT cnoco0cTBoBars HHMEKIHU (TyOepKysies, Ma-
JSIpHSL, TIINCTHBIE 3a00JICBaHUS), TSKENIbIe OBITOBBIC YCIOBHS, HU3KHI KU3HEHHBI YPOBEHb.
XapaxTepen ams nereit 12—-24 mecsies.

Kannuka. OT™MedaeTcs 3HAUUTENFHOE OTCTaBaHue HU3MUECKOTO Pa3BUTHS, KOXKa CTAHO-
BUTCS CyXOH, IIeNymiarieiics, mprooperaeT KpaCHOBATHI OTTEHOK, HAa Hel MOSBISIOTCS Tpe-
eI, 13861 (puc. 17). Kwashiorkor Ha si3pike MECTHOTO HaceseHus! ['aHbl 03Ha4YaeT «KPACHBIH
MAaJIBUUK». BOJOCHI CBETIICIOT U JIETKO BbINaAatoT. [10IKOKHO-)KUPOBOH CIIOH BBIpaxkeH ciabo,
MBIIIIB aTpOGUYHBI, HaOMonaeTcs kapuec 3y0oB. YacTo oTMe4atoTCs OTeKU. ANMETUT CHU-
JKEH, YKUBOT B3IYT, HEPEIKH PBOTA, Auapest. J(eTn pa3npakuTelabHbl, 0e3yJacTHBI K OKpYKaro-
nieMy. XapakTepHbl HEPBHO-IICUXUYECKHE HapylIeHUs. BO3MOXXHO pa3BUTHE CTeaTorenarnTa.

Cunzapom KBaimmopkop nmeer Takke Ha3BaHUA: THIPOKAXEKCHUs, MeJIarpa qeTckas, 1mo-
JIMKApEHLI-CUHAPOM, CHH/IPOM «JI€IUTMEHTAIUS-OTEK».
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MeTtonbl uccienopanus. O0ciaenoBaHNe HANPABICHO Ha YTOUYHEHHE COMYTCTBYIOMINX
curapomy KBalmopkop OCJIOKHEHWI: aHEMHUH, THII0ALOyMUHEMUH, HAPYIICHHH (QyHKIMH
TI€YeHH, IPUCOECTMHEHNSI HHTEPKYPPEHTHBIX 3a001eBaHui.

Iporuo3. [Ipu paHHel AMArHOCTHKE U CBOCBPEMEHHOM JICUCHUH — OJarONPHSITHBIN.

4.2.3. Cunapom Mopuaka.

SBrsieTcst OCIOXKHEHUEM HHCYIIMH3aBUCUMOro quadeTa. B HacTosInee BpeMs BcTpeyaeT-
cs1 penko [78].

Mugp no MKB-10: E10.6.

ITatorenes. B ocHoBe 001€3HU JISKUT XPOHUYECKAsI HENOCTATOUHOCTb UHCYIIUHA C yMe-
PEHHOIl runeprIuKeMHuell IpU JUIUTENbHOM UCIOIb30BAHUM HEaJEKBaTHO MOJOOPaHHBIX 103
MHCYIIMHA W IUIOXO OYHIIEHHBIX ero mpemnaparoB. [TocTosHHBIN nedenuT HHCyInHa TIPHBO-
JWT K HApyIIEHHIO BCEX BUIOB OOMEHA BEIIECTB, B IEPBYIO OUYEpeb YIIICBOAHOTO. YCHIUBACT-
CsI pactiaj] INIUKOTeHa B [IEYEHHN, PA3BUBACTCS KHPOBAS JUCTPO(HUS MEICHH.

HebnaronpusTHeIM (aKTOpOM SIBIISETCS pa3BUTHE BTOPHYHON TruabeTnyeckoi Hedporna-
iy (puc. 18).

B kmmHMYecKoil KapTHHE XapaKTepHBI Pa3BUTHE U TPOTPECCHPOBAHHE IelaToOMera-
JHMH, «KyIIHHTOHJHOE» IepepaclpeseIeHne MOIKOKHON KUPOBOil KIeTdaTkH, 3aJepikka
(u3KU4ecKoro 1 MONOBOrO Pa3BUTHS. BHenrHuit Bua OOJIBHBIX UMEET XapaKTepHbIE 0COOCH-
HOCTH: OTCTaBaHHME B POCTE OT CBEPCTHUKOB Ha 4—25 cM ¢ MpU3HAKaMM 3aIl034aJI0i occH-
(uKanuy; 0XXKUPEHUE ¢ OTI0KEHUEM U30BITOUHON JKUPOBON TKaHU B IIOAAKOXKHOH KIIeTUaTKe,
B OCHOBHOM Ha JiuIe (JiyHooOpa3Hoe 1ulo). IIpokcumanbHble OTAEIB BEPXHUX U HIDKHUX
KOHEUHOCTEH, M0 CPaBHEHHIO C TYJIOBUILEM, NPEJICTABISAIOTCS XYAbIMU. Y MHOTUX JeTeil
HaOmoaa0T GOIIMKYIUT KOXXU I11ed U 6eep (0COOEHHO IPU KETO3€), CONPOBOXKAAIOMIMNCS
KOXHBIM 3yJIOM.

Hepenko oTMedaroTcs H30BITOYHOE OBOIOCEHHE (THIICPTPHUX03) CIIMHEL, BEPXHHUX U HIDK-
HHUX KOHEYHOCTEH, a Takke CTPUH Ha Oepax | mredax. Y OOIbHBIX, JOCTUTIINX Iperryoeprar-
HOTO U ITy0epTaTHOTO BO3pacTa, HaOIIomaeTCs MOMOBOI HHDAHTHIN3M (3a]epiKKa HOSBICHUSL
BTOPHUYHBIX IOJIOBBIX TIPU3HAKOB MM UX MOIHOE OTCYTCTBHE).

VBennueHHas IedeHb MMeEeT IUIOTHYI0 KOHCHCTCHIIWIO, TIAJKYyH0 MOBEPXHOCTH, IPH
MaJbIaluU, KaK MpaBuiio, 6e300e3HEHHA.

MeToabl uccieJ0BAHUS:

1.TlocTOSIHHBII KOHTPOJIb 32 YPOBHEM caxapa B KPOBU U MOYE

2. buoXuMHUYecKHi aHaIu3 KpOBU

3.0npezneneHne dKCKpElMU albOyMHHA C MOYOH (paHHUH TNPH3HAK JHAOETHYECKOM

HedponaTun)

4.00wmui aHanu3 Mo4H

5. OyHKIUOHAIBHBIE IPOOBI IOUEK

IIporHo3. OTHOCUTEILHO ONATOIPUSTHBLH, €CIIM HE pa3BUBACTCS BTOpUYHAs AuadeTuue-
cKas He(ponaTusi, KOTopas ABJISeTCs Pe3yabTaToM INIOMEPYI0CKIEPO3a, BEYLIEro K XpOHHYE-
CKOH 1o4yeyHoll HepocTaTouHoCTH (pHc.18).
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Puc. 18. Ilnabetnyeckuii NIOMEpyIOCKIEpo3 y OONBHOTO ¢ CHHIpoMOoM Mopuaka
¥ BTOpUUHOI1 nuabetndeckoil Hedponarueit (Wikipedia, 2015)

4.3. HaciencTBeHHbIe HApPYLIEHUS] MeTa00JIM3Ma
4.3.1. JIuzocomMHbIe 00JI€3HH HAKOTJICHUSI.

bonesHn HaxkomIeHHS — 3TO cOOMpaTeNbHOE HAa3BaHHWE TETEPOTCHHOW TPYIIBI HACIEHd-
CTBEHHBIX 3a00JIeBaHUM, CBI3aHHBIX C Ae(GUIMTOM OTHOTO M3 ()EPMEHTOB JIU30COM, PE3Yib-
TaTOM KOTOPOIO SIBJIAETCS ONPENEICHHOE COUETaHUE HAKOIUIEHUS. BHYTPU KJIETOK MYKOIIOIH-
caxapu0B, NINKOMPOTEHHOB, OJUTOCAXapUIOB M TIHKOMUMUIOB. JIM3ocoMHbIe O0Ne3Hn Ha-
KOIICHUS] OTHOCATCS K rpynine peakux (opdaHHbIx) 3a0oneBanuii [1, 11]. B namem nocobuun
MBI OCTaHOBHIIHCH Ha HanOoJiee H3yYEeHHBIX HA CETOMHAIIHHI TeHb O0Ie3HIX HAKOTIICHHS.

4.3.1.1. boyie3HM HAKOIJIEHUS JTUIHIO0B.

A. Boae3nb I'ome. OTHOCHUTCS K OpaHHBIM 3a00€BaHUAM, IATOTEHE3 U CIIOCOObI JIeue-
HUS KOTOPBIX U3YYCHBI B OONBIIECH CTEHNEHH, [I0 CPABHEHUIO C APYTHMH BapUaHTaMH OoJe3Heit
HaKoIUIeHHs. IMeeT ayToCOMHO-PEeIeCCHBHBIN THIT HACIIEIOBAHMSI.

HIndp no MKB-10: E75.2.

Iarorenes. bonesHs I'ome cBsI3ana ¢ [eGUINTOM TH30COMATEHOTO (hepMEeHTa TITFOKOIE-
pebpo3uaaspl, YTO IPUBOAUT K HAKOIUICHHUIO TIIIOKOLIEPEOPO3UI0B B Makpodarax B pasIHIHbIX
opranax, Bkitouast HHC [3, 7, 35]. [Ipeumy1iecTBEHHO HaKOIUIEHHE KJIETOK [o1ie oTMeyaercs
B KOCTHOM MO3Te, ITIe4eHH U cenesenke [105].

Kuaunnka. bonesss [ome nogpasaensercs Ha TpU OCHOBHBIX THIIA!

* xpoHHueckas Gopma (6e3 naTonoruu HepBHOM cUCTEMbI) — Tull I,

* OCTpas 3jI0KaYecTBeHHas HHPaHTUIbHast Gopma — tu I1.

* IOAOCTpast IoBeHMIbHAS popma — tur II.

Tun 1. Hanbonee OnarompusitHas ¢opma TedeHus: Oone3HH. 3aboieBaHHE MOXKET Ma-
HU(ECTUPOBAThH B JIIOOOM BO3pacTe, HO Yallle B NEpBbIC TOJbl )KU3HU. Hanbonee 3HAYMMBIN
IPU3HAK — MOPAXXCHHE KOCTHOW CHCTEMBI, MPOSBILIIOICECs OCCANTUSIMH, OCTCOIICHNEH, a-
TOJIOTHYECKUMH TIeperioMaMi. THITMYHBIA NPU3HAK — YBEIWYCHUE NIEIEHH U CEJIE3eHKH (pHC.
19). I'ematoMeranusi cBsi3aHa ¢ MHGUIBTPALMEH MEYEHU MATOJOTHYECKUMHU Makpodaramu,
COJIePIKAIIMU TPAHYJIbI JIUITHA0B. BO3MOXHEI aHEeMUs, TPOMOOIIMTOIICHUS M JISHKOIICHUS (B
pe3yabTaTe HaKOIUICHHUS KJIeTOK [oIre B KoOCTHOM MO3Te M HapyIeHUs Muestonod3a). [loxgasis-
roiee 60sbIIMHCTBO neTei (94%) e umeer npusHako nopaxenus LIHC. ITposenenue 3ame-
CTUTETBHON TEepalHy MO3BOJSIET OONBHBIM HoKHBaTh 10 80 seT. [IponomKUTeIbHOCTD KI3HA
BO MHOTOM OIPE/IEIISETCS Pa3BUTHEM MTOPTAIBHOM TUIIEPTEH3UH U 1iuppo3a (puc. 20).
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Tun II (octpas nHdanTUNbEHAs HeBponaTHieckas Gopma 6oneznu Iome). Haunnaercs B
nepBble 6 MecAleB KU3HH. CUMIOTOMBI BKJIIOUAIOT TeNaToCIUICHOMETANINIO, PErpece ICHXOMO-
TOPHOTO Pa3BUTHSA, CHACTUYHOCTb, PETPAKIHIO IlIeH, ape3 NIa30ABUTaTeIbHbIX HEPBOB, JIa-
puHrocnasm, aucearuro, Oyab0apHbIi mapanuy, KIOHUKOTOHUYECKUE CyAopory. JleTanbHblii
UCXO0J — B IepBble 2—4 rojia XU3HU.

Tun III (xpoHuueckas HelfporaTudeckas popma). XapaKkTepru3yeTcst PAHHIM HOSBICHH-
€M renaTrociuleHOMeranuy (HaduHas ¢ Iepuojia HOBOpoxIeHHOCTH). HeBponoruueckue cum-
IITOMbI OTMEUYAIOTCA ¢ 6—15 JeT: MUOKIOHHUYU, TOHUKO-KIIOHMYECKHE CYIOPOry, Iape3 B30pa,
CHIDKEHME HHTENEKTa 10 IeMEHIMYU. XapaKTepHble MO3KEUKOBbIE HapylIeH!s. J{IUTeIbHOCTh
XKH3HH — He Oonee 30 meT.

3apepxka pocta ——
f

AHemusa

CnneHomeranusa
Fenatomeranusa

T ViaMeHeHMe CTpyKTypbl
L™ KoCTHOI TkaHM

TpomGouutoneHus —-- |:: |

- )

Puc. 20. Bengymue knuHuko-1a00paTopHble Npu3Haku 6oneznu ome [35]

Puc. 19. Pa3BuTre MOpTaNbHON THIEPTEH3UH U IIEHTPAIBHOTO (HUOpO3a MeUeHH Mpu
6osnesnu lome: a,b — MarHUTHO-pe30HaHCHAs TOMOrpadusi; ¢ — CEKHMOHHBII MaTepuan; d,e —
pa3BUTHE IIEHTpaJIbHOTO (UOPO3a U MHPUIBTpALKs TIedeHH KieTkamu [omre [105]

Mertonsl uccjIe0BAHUS:

1. OmHUM U3 caMbIX TOYHBIX METOJIOB AMArHOCTHKH OoJie3HU [ole sBiseTcs onpenee-
HUe pepMeHTa DIIOKOLIEpeOpO3HIa3bl B JICHKOIUTAX MepUPEpUIecKOr KPOBH.

2. T'enernueckoe HCCIeIOBaHHUE.

3. CrepHaibHas NyHKIHUS WIH TPEMaHOOHOICHS 1T onpeneneHus kiuetok [ome (puc. 21).
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.

Puc. 21. Knetku I'omie B myHKTaTe KOCTHOIO MO3ra
(MaTepuaisl ipenocTaBieHsl mpodeccopom H.A. duHorenooii, 2012)

IIpornos. IIpu octpoil Heiliponaruueckoit popme — HEOIArONPUATHBIN, IPH XPOHUUE-
CKOM TeueHuu Oone3nu (1 THme 00JIe3HN) — OTHOCUTENLHO ONAarOIPHSITHBIMN.

Jledenne. IloXn3HEHHOE Ha3HAUYEHME 3aMECTUTENbHOM Tepanuu (depMeHTa UMU-
TJIroIIepashbl).

b. Cunapom Jloppman—Yanapuna (Dorfman—Chanarin). imeer mynsTucucreMusie
BPOXJCHHBIE MeTaboNIMYecKie HapyIICHNs, BEAYIIHNMH IIPOSBICHUSIMH KOTOPBIX SBIISIOTCS
BPOXKJCHHBI MXTHO3 M HAKOIIJICHUE KMPOBBIX BaKyoJe€H B Pa3IMUYHBIX THUIAX KIETOK [27].
CHHPOM M3BECTEH TaKXKe I10J] Ha3BaHHEM «00/1e3Hb HAKOIJIEHHS] HEHTPaJbLHOIO KHpa
€ MXTHO30M», T.K. IMEET MECTO HAKOIUICHUE I'PaHyd HEHTPaJbHOIO KHUpa B KIETKaX KOXKH,
MBIIIEYHON TKaHH, IE€YEHH, LIEHTPAJIbHOI HEPBHOW CHCTEME, TPaHyJIONUTaX, SHTEPOLUTAX.
Brepssie onucan JloppmanoMm B 1974 romy, Ho panee J[xopiaH OIKCal HAKOIIEHHE XKUPOBBIX
BaKyoJieil B JICHKOIUTaX TeprU(epHUECKOil KPOBH Y IByX OpaTheB C MPOTrPeCCUpPYILEH MbIIIeU-
HoIt nuctpodueit (anomanus [[xxopaaHa).

Hugp no MKB-10: Q80.1.

Kmunuxka. C poxaeHns y peOeHKa HMeeT MECTO MXTHO3, THIEePIHIMEHTAIHS KOXKHOTO
HOoKpoBa (puc. 22). YBenuueHue MeueHu ymepeHHoe (3—5 cM u3-nox kpas peGepHOH Ayru),
CIUIEHOMeTaJIusl He xapakTepHa. KimHMueckue nmpu3Hakd MOTYT BKJIIOYATh MHOIATHIO, He-
BPOJIOTMYECKUE HApyIIEHUs (HUCTArM, aTakcus, apeduiekcus, Aud@y3Has MbllIeuHas TUIOTO-
HUSI, MUOIIATHS, TITO3, 3aJeP’KKa YMCTBEHHOTO Pa3BHUTHS), 33/I€PXKKY (HH3HMIECKOTO Pa3BUTHS,
TYTOyXOCTb, KaTapaKTy, ICUXUYECKUE HapylleHus. 3a00sieBaHUe HACIeaAyeTCs [0 ayTOCOMHO-
PeLiECCUBHOMY THITY.

Metoab! ucciieqoBanus. buoncus KoXu BBIIBISET aKaHTO3, THIEPKEPATO3, JTUIHHbIE
Bakyonu. B Ouonrare rneueHn HaXOAAT BOCHANUTENbHbIE HHOUIBTpaThl, Hpudpo3 u auddys-
HBIE JKHPOBBIE H3MEHEHHSI TeNaTOUUTOB. B nelikonuTax nepudeprdeckoil KpOBHU BEISBISIOTCS
Karu sxupa (puc. 23). Ilpu naromop¢onoruu Koxu, KpoMe XapaKTepHBIX ATl BPOXKICHHON
HeOyIUIe3HOH MXTHO3U(MOPMHOM IPUTPOIECPMUH TIPHU3HAKOB, BBISBISIOTCS JIUIHIBI B KIETKaX
6a3a1bHOTO U 36PHUCTOTO CIOEB SMUIAEPMUCA. DIEKTPOHHO-MUKPOCKONUYECKOE UCCIEN0BaA-
HHUE TIOKa3bIBaeT, 4TO (OpMa U pa3Mephl IIACTHHYATHIX TPaHyJl 3HAYUTEIEHO H3MEHEHBI.

Iporxo3. HeGnaronpusTHLIN.
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Puc. 23. XKupoBeie Bakyosu B HelTpoduiax nepudepuieckoit KpoBu y peOeHKa
¢ curapomoM Dorfman—Chanarin [27]

B. Boae3ns Humana-Iluka (cdunromuenuHoBelii aunonno3). Hacnenyercs mo ayrocom-
HO-PELIECCUBHOMY THILY, BcTpeyaeTcs ¢ yactoroii 0,6 na 100000 HoBopokieHHbIX [3, 7, 48, 62 ,68].

Iudgp no MKB-10: E75.2.

IlaTorene3. B ocHoBe pa3BuTHs OOJE3HU JEKHUT BPOXKICHHBINA AeDUINT KUCTOH chHH-
romuenuHochoandcTepasbl. B pesynbrare HakamMBaeTcs CUHTOMUETHH B KIETKaX MO-
HOLIUTApHO-(ParoIUTapHON CUCTEMbI B Pa3JIMYHBIX OpraHax W TKaHsx (puc. 24, 25, 26, 27).
B Hacrosmiee Bpems Boiaensiercs 3 Tumna 6onesnn Humana-Iluka:

Tun A G0JIe3HH Yallle BCTPEUAETCs y €BpeeB AIIKEHA3U M XapaKTePU3yeTCs POrpeccu-
pyrommMu ¢aranbHbBIMA HEWpOAereHepaTuBHBIMU HapylleHUsIMU. IMeeT HeOiIaronpusiTHhIH
mporHo3. MoXkeT HMHTHUPOBATh XPOHUYECKYIO0 OOCTPYKTHBHYIO OOJIE3HD JIETKUX, POTEKA0-
LIYIO C JIUXOpaaKoi [82].

Puc. 24. Pentrenorpadus opranos rpynHoii kiaetku. Juddys3nas nHGuisTpanus
HMHTEPCTUIMATBHON TKaHU C 04arOBBIMU HH(UIBTpaTaMy U AU y3HBIM CHIDKCHUEM
ITHEeBMaTH3alMK Y pebeHka ¢ 0one3npio Humana-TIuka, Tum A, u tuxopaakoi [82]
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Puc. 25. Komnetorepnas tomorpadus. Juddy3Hbie IByCTOPOHHNE HHTEPCTALIHATEHBIE
M3MCHEHUS TKAHU JIETKUX 03 BOBICUCHHS TUM(PATHICSCKUX Y3I0B U HAPyIICHHUH
muMQooTToKa y pedeHka ¢ Oone3nbto Humana-ITuka, Tun A, u auxopazakoii [82]

Puc. 26. Ilynkrar koctHoro mosra. Oxpacka o Pomanosckomy-I num3a.
HMmeroTcst NeHUCThIe KIeTKH (JIMIHI-coaepKale Makpodaru).
Pebenok ¢ 6one3nbio Humana-TTuka u nuxopazkoit [82]

Tun b He MMeeT HallMOHAIBHBIX MPU3HAKOB, OTINYACTCA Oosiee JIerKuM TCUCHHUEM,
BCTPEYACTCA TIOBCEMECTHO, HE COIMPOBOKAACTCA HEBPOJIOTMICCKUMHU HAPYIICHUAMU.

Tun C XapaKTEpU3yeTCsl TCHECTUYCCKU 06yCJ'[OBJ'IeHHI>IM Hapylm€HUEM BHYTPUKIICTOUYHO-
TO TpaHCIIOPTa XOJIECTECPUHA C BTOPUYHBIM HAKOIUICHUEM I‘JII/IKOC(I)I/IHI‘OJ'II/IHI/IZ[OB.

Kmnnuka. Tun A 6oie3un Humana-IInka oTHOCHTCS K TSDKEIIBIM HEHPOIeTeHepaTHB-
HBIM 3a00JIEBAaHHUSAM PAHHETO BO3PACTA, XapaKTEPHU3YIOIIUMCSI IPOrPECCUPYIOLICH 3aepIKKON
TICUXOMOTOPHOTO M MHTEJJIEKTYaJIbHOTO Pa3BUTHs, aHOPEKCHEH, YMEHBIIEHHEM MacChl Teja,
3aJepP’KKOM pocTa, BOCKOBUAHON KOXKEH, yBeIMUCHUEM JTUM(paTHUECKUX Y37I0B, IOTepei 3pe-
Hus U ciayxa. Koka runepnurMeHTHpoBaHa. YBEIUUEHBI IIEYeHb U Celle3eHKa (IenaToCIeHO-
Mmerainys). JIeTaabHbIN UCXON HACTYIIAeT B EpBble 3—4 roza *U3HU.

OCHOBHBIMH NIPU3HAKAMH THNA B SBISIOTCS renaTocrieHOMETanusl, THIEPIUIUAESMHUS.
B nmoapocTtkoBoM BO3pacTe B NATOJIOTMYECKHN Ipolecc BOBiIeKatoTcs jerkue. C pa3iudHon
YacTOTOH BCTpEUAIOTCsl HapylleHHe GyHKIUY NeYeHH, O0NIe3HH ceplia, I3MEHEHHE CEeTYaTKH
y1a3a, 3a/1ep’Kka pU3MYECKOro pa3BUTHsL, MTUTMEHTAIM KOKU. [IepBbIMU KIIMHUYECKUMH CUM-
ITOMaMHU SIBJISIOTCS TENaTOCIUICHOMET NN, OJBIIIKA («KOPOTKOE AbIXaHHUE»), OO B CyCTaBax
U KOCTSX, FeMOpparndeckiii CHHApoM. Bo3MoxxHO pa3BuTHE CyOIypallbHBIX T'€éMaToM, FeMo-
TOpakca, MEHOpparui, KpOBOTEUSHUH MPH aJeHOTOMHUH U TOH3WLIOTOMUH. Peako oTmeuaeTcs
TopTajbHast THUIIEPTEH3HsI, BAPUKO3HOE PACIIMPEHUE BEH IUIIEBO/IA.
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Bonesns Humana—Iluka, Tun C, 3aHMMaeT NPOMEKYTOUHOE TOJIOKECHUE MEXIY TH-
namu A u b, umeer mmMpokuid cnekTp (HEHOTHIHYECKUX TPOSBICHUH, HAUMHAS C U30JIUPO-
BaHHOTO (GuOpo3a IMeueHH, XoJIecTas3a, rernaToMeraiid U UPpo3a BIUIOTH /10 BHIPAKEHHBIX
HEBPOJIOTHUECKHUX HapylleHui B Bo3pacte oT 2 mo 33 met. Tak ke, kak u tun B, He umeer
HAIMOHAJILHOI NpuBsi3aHHOCTH. OTMEYaeTcss BHYTPUCOCYIMCTOE HAKOIUIEHHUE XOJIECTEpUHA.
Tun C nposiBisieTcst B JETCTBE, XOTS BO3MOYKHO Ha4yajo B TPYJHOM BO3PACTE WIIH Y B3POCIIBIX.
KinuHnyeckue cuMNTOMBI BKJIFOYAIOT TSDKENbIE MIEYEHOYHBIE U JIbIXaTelIbHbIE HAPYIICHUs, 3a-
JEePIKKY (QU3NIECKOTo pa3BUTHS, CYJOPOTH, MBIIIEUHYIO UCTOHMIO, HAPYIICHUE KOOPANHALIUH
JIBMDKEHHSI, BEPTHKAJILHBIM HUCTArM IJ1a3. BoJbHbIE JOKMBAIOT 10 B3POCIIOTO BO3pacTa.

MerToasbl uccjie0BaHUs:

1. CHmKeHHe aKTHBHOCTH ()epMEHTa CPUHrOMHUENNHA3bl B JICHKOIMTaX Nepudepuye-

CKOM KpOBH U (rOpOOIacTax KOKH.
2. Menuko-reHeTn4yeckoe 00CiIe0BaHNE: BBIABICHUS XapaKTEpHBIX MYyTallMil B reHax
SMPD1, NPC1 u NPC2.

Iporno3. HeGnaronpustHeld npu THIE A, OTHOCHTEIBHO OJaronpusTHBIA NpU TH-

nax b u C.

Puc. 27. Hakoruienue xonecTeprHa B KyabType (puOpoOIacToB KOXKH y peOCHKa
¢ 6one3nbto Humana—ITuka [62]

Knunnuecknii npumep Ne3. Brinncka u3 ucropuu 6one3nu pedenka S., nesouxa (60ib-
nuna um.3.A.banuisieoid, 2014).

Ponunace 10.02.2013 roga ot nepBoii 6epeMeHHOCTH, MpOoTeKaBlIel Ha ¢oHe Hedpora-
TUU, MaJloBOIUs. B TpeTbeM TprmMecTpe OEpeMEHHOCTH Y MaTepl OTMedanach pe3kas mpudas-
Ka Macchl. Becero 3a Bpems 6epeMeHHOCTH nprbaBKka Macchl cocraBuiia 24 Kr. Poasl cpoyHsle,
Macca pedenka rpu poxzaennu 3400,0 T, ymHa 50 cM., oneHKa 1o 1mkaine Anrap — 7/8 6annos.
W3 ponoma Beinucana Ha 5 CyTKHU JKU3HU.

C nepBbIX Henenb XU3HU Y pebeHka yacTelil (10 15 pa3 B cytkn) cryi. [Ipu ouepennom
OCMOTpE TIeINaTPOM BBISBIICHA TeIIaTOMETaINs, B CBs3U ¢ 4eM Obuta obcienoana B TII'D,
JT'KB Ne2 Cesitoro Brnagumupa. /[narHo3 He ObUT YCTAHOBJICH, BBICKA3aHO TPEATIOIOKCHHE
0 HaMM4YuK y peOeHKa BPOXKICHHOTO HEYTOYHEHHOTO HapyleHus ooMeHa. B Bo3pacre 3,5 me-
csaneB Obuta ocMorpena a.M.H. C.U. ITossikoBo#, Ha3HaueHa Tepanusi Ypco(aibkoM M PEKO-
MEHIOBaHO MEIHUKO-TeHETHIEeCKOe 00CIIeIOBaHNE ISl HCKITIOUEHHS JIN30COMHOM O0NIe3HH Ha-
koruteHus. B Bo3pacte 10 MecsiieB BriepBbie npoBeeHo obcienosanue B HI3/ (;maGopartopust
MornekyssipHO-TeHETHYEeCKOW TMarHOCTUKH).

54 TIncddepenuyanbHas JUarHOCTIKA TelIATOMET/INIT Y [ieTeit

BbIsiBIeHO pe3koe CHHKEHHE aKTHMBHOCTH CQHUHIOMHENWHA3bl B JICHKOIIMTaX
(mo 0,15 uM/mr/gac npu HOpMme 0,56-3,24 HM/Mr/4ac), B 3k30He | OOHapyeHa BCTaBKa
nykieotuioB c¢.143 144insGCTGGCGCTGGC u myramms ¢.739G>A B TeTEpO3UTOTHOM
COCTOSIHUM, KOTOPbIE MOTYT NPUBOAMTH K pa3BuTHIO Oone3nn Humanna-ITuka, Tum A.

ITocne o6cnenoBanus HaOMOaNach IO MECTY XHUTEIbCTBA. B Bo3pacte 1 roga mocty-
nuia B 3-¢ HHPEKIMOHHOE OTAeacHnue OoabHUILI UM. 3.A. banuiseroit ¢ knnankoir OPBU,
OCJIOKHHUBIICHCST OCTPOi BHEOOIHLHUYHOM 0uaroBoi mHeBMoHuei. [Ipu oOciaeoBaHuK B OT-
JIeNICHMH HWKHUH Kpail TeueHH BBICTYIAN 3a Mpeelibl peOepHOol Iyru Ha 8 ¢M, CeNe3eHKH —
Ha 9 cM. [IeBouKa caMOCTOATENILHO HE CUAUT (TOJIBKO C MOJ/ICPIKKOI ), HE CTOUT, HE XOJIUT, KOH-
TakKT (HOPMANBHBIA, 3pUTEIBHOE U CIYXOBOE COCPENOTOUCHUE HEMPOMOKUTEIBHOE, MEIKast
MOTOpPHUKA Pa3BUTa JA0OCTAaTOYHO. [IpOM3HOCHT OTHENBHBIE CIIOTH, LeJIeHAPaBIeHHOe BHIMA-
HHUE MPUBJIEKAETCS HAa KOPOTKOE BpeMs. Ta3oBble QyHKIMU HE CHOPMUPOBAHBI.

B OGuoxumuueckom aHanuse KpoBu ypoBeHb AJAT coctasist 148-409,2 en/n, AcArt —
287-847 en/m (Hopma He Oonee 40 en/m), menouHoit ¢ocdarazsl — 847 en/n (Hopma
10 450 en/n). Y3U neuenn ot 12.02.2014: neveHs pe3Ko yBeIHueHa, MapeHXUMa MOBBIIICHHON
9XOTEHHOCTH, MEJIKoo4arosas quddy3Hast HEOMHOPOAHOCTb.

B orzeneHuu mpoBeneHO yCHEUIHOE JIeYeHHWE IMHEBMOHHHM, JIEBOYKA BBIMCAHA JOMO
¢ muarHo3zom: «OPBU, nepuoxn pexonBanecueHuun. Octpasi ABYCTOPOHHSS BHEOOIbHIYHAS
o4aroBasi THEBMOHUsI cpefHel TsokecTu. bonens Humanna-ITuka, Tun A. ®ubpo3 nedeHn».
B aMOynaTtopHbBIX yCIOBHSX PEKOMEHIOBAH MOCTOSHHBIA mpueM Ypcodanbka B g03e 75 mr
X 2 pa3a B CyTKHU.

Ham xMHAYecKui mpuMep JEMOHCTPHPYET Tshkenoe Tedenue oonesnn Humanna-ITika
(tun A). JlaHHbII BapraHT 00JIe3HH UMEET HeOIaronpusaTHeIN mporHo3. O6paiiaeM BHUMaHHE,
YTO TUarHo3 ObUT MOATBEPIKICH TOJBKO IMOCIIE MEIUKO-TeHETHYECKOTO 00CIIC/IOBAHUS U OTIpe-
JIeNICHUs aKTUBHOCTH ()epMEHTa CYUHTOMUEIINHA3HI.

I. Bosie3aus Canaxoda. OTHOCUTCS K PEIKUM BPOXKICHHO-HACIICCTBEHHBIM 3a00JeBa-
HUSIM, TaHIIMO3K103aM, NEepeaaroluMcs 10 ayTOCOMHO-pereccuBHoMy Tumy [70]. bone3ns
Cannxoda BcTpedaeTcs Takke oA HazBaHueM Oone3Hb Canpxoda-Hopmanna-Jlannunra.
Kpowme 60meznn Canaxoda K TaHIIHO3U103aM OTHOCHTCS O0s1e3Hb Tes-Cakca (nH(paHTHIIEHAS
aMaBpOTHYECKast UIUOTHS).

Mudp no MKB-10: E75.0.

IaTorene3. PazButre 6ose3Hn 00yCIOBICHO JEPHUIMTOM JBYX JIM30COMAJIbHBIX THIPO-
na3 (B-rexkco3aMuHUAA3E A U B-rekco3amuHunassl B). ledbunut GpepMeHTOB NPUBOIUT K Ha-
xorieHnt0o GM2-raHmMo3ua0B U CBA3aHHBIX ¢ HUMU IVIMKOJIUIUAOB B HEHpPOHAX U BHYTPEH-
HHUX OpraHax, BKJIro4yas re4eHb. 3a6OHCBaHI/IG OTJIMYAETCs BLICOKOM reTCPOrcHHOCTbIO U UMECT
TPHU KJIMHAYECKUE (POPMBI: IETCKYIO, FOHOLIECKYIO U B3POCIYIO.

Kaunnuka. [lerckas ¢popma 6one3nn Cannxoda xapakTepu3yeTcsl paHHAM MOSBICHAEM
cuMnToMoB Oone3nu (B mepBbie 1,5 roma xu3Hu). KiiMHUYecKkne CUMNITOMBI OOJIC3HH TPO-
SABJIAKOTCS NPOrpeCCUPYIOIIUMU HEBPOJIOTUYECKUMU HApPYUICHUSAMH, MBIIICYHONH THIOTOHHU-
eil, KJIIOHMKO-TOHHYECKUMH CYIOpOraMH, HAJIWYUEM JIBYCTOPOHHEro ()eHOMEHa «BUIIHEBOMH
KOCTOYKM» Ha IIIAa3HOM JHe. JIeTalbHbIi HCXON ITPU 9TOM BapuaHTe 00JIe3HN 00BITHO HACTYTIA-
€T 110 4-JIeTHETO BO3pacTa.

ITpu ronomeckoit dopme Gonesnu Cannxoda KIMHMYECKHE CHUMITOMBI 3a00J€BaHMS
JeOI0THPYIOT B Bo3pacte oT 4 1o 6 jet. B kinHuke npeobnanaer nemeHuus. JletanbHbIi HCX0n
yaie B OAPOCTKOBOM MJIM B MOJIOZIOM BO3pacTe.
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B3spocnas ¢opma 6oneznn Cangxoda passuBaercs k 10 ronam xu3HU, UMEET MEIJICHHO
IIPOrPECCUPYIOLIEEe TEUCHUE.

MeTtoasbl ucciieioBaHusi. B KIMHUYECKOW KapTHHE 00paIaloT BHUMAaHKUE Ha ce0s KIlo-
HHUKO-TOHHYECKHE CYIOPOTH, KOTOpPBIE IIOXO KOPPUTUPYIOTCS aHTUKOHBYJIbCaHTaMmu. [Ipo-
rpeccupyeT OTCTaBaHHE B YMCTBEHHOM pPa3BUTHH. MarHUTHO-PE30HAHCHOE HCCIIEIOBaHHE
BBISBJISICT MPHU3HAKH aTpO(UH KOPHI OOJBIIMX MONYIIApHHA U MO3Keuka. Ha r1a3HoM 1HE BbI-
siBrsieTcst PEHOMEH «BHUIIIHEBOW KOCTOUKM» (puc. 28, 29).

Puc. 28. Arpodus xopsl 6onbiux nonymapuii (C) u mozxkeuka (D) y pedeHka
¢ 6one3nbro Canaxoda [72]

Puc. 29. «BuiHeBoe mATHO» Ha TNIa3HOM JIHE y pebeHka ¢ 6omne3npio Canaxodal72]

Iporno3. HeGnaronpusiTHeIi.

. Bosie3nb Bonbmana. lmeeT ayTocoMHO-periecCUBHBIN TUI HacienoBaHusl. OTHOCHUT-
¢ K JIN30COMHBIM Oosie3HsM HakorieHus. Yactora He npebimaet 1/700 000.

HIngp no MKB-10: E75.6.

IaTorenes. B ocHoBe Gone3Hn JeKHUT nehUIUT HEepMEHTa KHCIIOH JIMMa3bl, KOTOPBIH
BeZIET K HAPYIIEHHIO METa0oJIM3Ma JIMIONPOTEUI0B HU3KOM IUIOTHOCTH U COIPOBOXKIACTCS
HaKOIUIEHHEM JIMITHJIOB B NIEYCHH, APYTUX OpraHaX W TKAHAX, Pa3BUTHEM HaJIIOYEIHHKOBOU
HEI0CTaTOYHOCTH, PAHHUM aT€POCKIIEPO30M.

Kaunuka. IlepBbie npusHaku panHeil Gopmbl 6ose3Hu (coOcTBeHHO O0se3Hb BonbMa-
HA) MOSBIAIOTCA, KaK MPaBWIIO, B MEpBbIe 3-6 MecsleB XKU3HHU, HO MaHudecTanus Oone3Hu
BO3MOXKHA W paHbllle. B KITMHUYECKO# KapTHHE JOMUHHUPYIOT TeTaToCIUIEHOMET alnsl, aHEMUS,
pBOTa, AMapes, crearopesi, BO3MOXHa skentyxa. OTmeuaercs 3a/iepiKKa pa3BUTHS. XapaKkTepHa
kanbuupukaiys HaganoueyHukoB (3, 7). Ilpu Bropoii (mobpokadecTBeHHOM) (hopme (Oones-
HH HAaKOIUICHUS 3(GHUPOB X0JeCTepruHa) MaHU(ecTanus 00JIe3HH HACTyIaeT Ho3ke (B Bo3pacTe
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oT 2 10 23 51eT), MeIIICHHO MPOrpeCCUpYeT, He uMeeT Npu3HakoB nopaxenus [IHC. OcHOBHBIM
MIPU3HAKOM OOJIE3HHU SIBIISIOTCS TEIIaTOMETAIHSI, IINPPO3 TIEUSHH.

MeToabl uccie0BAHMS:

1. Menuko-reHeTHYeCKOE 00CIeI0BaHKE.

2. Onpernenenue akTUBHOCTH KUCIIOH JIUITA3bI.

3. buoncus neyeHu.

Iporuo3. HeGnaronpustHel npu panHei popme O0JIe3HU, JIeTaANIbHBIA HCXO/ B TCUCHHUE
repBoro roaa xu3Hu. Ilpu Gone3Hn HaKOIUIEHUsS Y(PUPOB XOJIeCTepUHa TeYeHUe OONe3HHU 3a-
BHCHT OT OBICTPOTHI Pa3BUTHS IUPPO3a K XPOHHIECKOH MEYSHOTHON HETOCTAaTOYHOCTH.

4.3.1.2. I'tuKoreHo3nl.

A. I'mukoreno3, Tun I (6ose3nb I'mpke). Hacnenyercs mo ayTocoMHO-peIieCCUBHOMY
tuny (3, 7).

HIndp no MKB-10: E74.0.

ITaTorenes. B ocHOBe O0Ie3HN TEXKUT EPUINT TIFOK030-6-(hocaTasbl, ITO IPHUBOIUT K
XPOHHYECKON THITOTIMKEMUH, KeToanuao3y. HapynraeTcs kak NIMKOTeHONN3, TaK U ITIOKOHEO-
reHe3. B meuyenn HakamiauBaeTcs H30BITOK NIMKOTEHA.

Knnnuka. ¥ G0JIbHBIX OTMEYAIOTCS CyAOPOTH, IIUaHO3, JUapesi, PBOTa, OTCTaBaHUE B PO-
CTe, OXKHpPEHHE, apTepHalbHas TUIIOTESH3HS, TeMOPParndeckuil CHHIPOM, CIIOHTaHHbBIE Tiepe-
nombl. Hepenko 6one3Hs THarHOCTUPYIOT Yepe3 HECKOJIBKO MECSIIEB IOCIe POXKISHHMS, KOTIa
y pebeHKa 0OHapyKUBAIOT YBEJIMUCHUE )KUBOTA U rernaromeranuio. [locie yBenuyeHust HHTep-
BaJIOB MEX]Ty KOPMJICHHSIMH HOSIBISIFOTCS] CHMITOMBI THITOTIHKEMHUH, 0COOCHHO 110 yTpam. Ts-
JKECTh U JUTUTEIILHOCTD 3MTU30/10B TUIIOTIIMKEMHH ITOCTETIEHHO YBEINIUBAIOTCS, YTO IPUBOIUT
K CHCTEMHBIM METa0OIMYECKUM HapyLICHHUSM, Pa3BUTHIO JIAKTATALN103a.

Mertoasb! uccae10BaHUA:

1. V3MepeHne aKTUBHOCTH IITIOK030-6-(ocharassl B LENBFHBIX U Pa3pYIICHHBIX MUKPO-
comax medeHu (1mo oOpa30BaHMIO IITFOKO3bI U Qocdara u3 moko30-6-pocdara); or-
HOCHUTCS K CJIOKHBIM METOJaM UCCIEAOBAHUS, JOCTYIHO TOIBKO KPYITHBIM Hay4HO-HC-
CJIEJIOBATENILCKUM JIA00PATOPHSIM.

2. Vcrnonp30BaHHE METOIOB MOJIEKYJISIPHON OMOJIOTHHU (BBISIBICHHE TEHETHYECKOTO Jie-
(dexra mytem TP u nocienyromield THOpUAN3AIUK CO CIICIM(DUISCKUMHU OJIUTOHY-
KJICOTUAMH).

3. BHOXMMUWYECKHH aHaM3 KPOBH: BBIIBISICTCS THUIIOTITUKEMHS, MOBBINICHHE YPOBHS
JIaKTaTa U MeTabOoNNIeCKUi anumo3.

4. TIpoBokaioHHas Mpoda ¢ TIoKaroHoM. [Ipy BBEACHUH IIIIOKAaroHa HE MPOUCXOIUT
IIOBBILIEHHS YPOBHS INIIOKO3bI, TOIZIA KaK YPOBEHb JIAKTaTa POJIOKAET HapacTarh.

5. buoncus nedeHu.

Mporuo3. OTHOCUTENBHO OnaronpusTHeId (3, 7).

B. Iuxorenos, Tun II (6os1e3up Momne). Hacenyercs mo ayTocOMHO-pEleCCUBHOMY
tuiry. Briepeeie 6ome3np onucana B 1932 romy romtanackum natonorom J.C.Pompe (6bLT Ka3-
HeH B 1945 1 B Ankmape, Hunepnanel, 3a yuactue B COnpoTHBICHHH). PactipocTpaHeHHOCTh
6onesnu ITomne cocrasiser 1/140000-1/60000.

MIugp no MKB-10: E74.0.
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IaTorene3. Pa3zsutue 3a0oneBaHus CBsI3aHO C ACPUUUTOM KHUCIOH 0O-1-4-mTHMKO3u1a3b1
(KHCITOM MaNbTasel), 9TO NPUBOIUT K HAKOIUICHUIO TIIMKOTEHA B TKaHSAX M OpraHax OOJBHOTO
u ux noppexxaenuto. Hanbonee ys3BumbiMu ripu Oone3nu [Tomne cTaHOBSTCS IE4EHb, CKEET-
HBIC MBIl 1 MUOKapH (puc. 30).

Puc. 30. OTnoxxeHue IMUKOreHa B MUOKapAuonuTax npu oonesnu [Tomne
(Wikipedia, 2015)

Kaunuka. B 3aBucMMOCTH OT BpeMeHH MOSBICHUS CHMIITOMOB BBIIEISIOT HH(AHTHIIb-
HY0, FOHOIIIECKYFO U B3pOCIyr0 (hopMbI 3a00s1eBaHus. Benynmu nposiBiIeHUsIMH TIPpU UH(paH-
TUIBHOM (hopMe 3a00sIeBaHus SIBIISIIOTCS TSDKENast, Pe3UCTCHTHAS K TepaIliy CeplieuHas Heo-
CTAaTOYHOCTH U T€HEPaIM30BaHHAsI MBIIICUHAsI THITOTOHHSI, CHIYKEHHE TITYOOKUX CYXOKUIIBHBIX
pediexcoB, 3aTpyIHEHHE IBIXaHNS, [eaTOMErajIns, MaKpOIIOCCHUSL.

VY noapocTKOB M B3POCIHBIX 00JIE3Hb OOBIYHO MPOSIBISIETCS MPOrpeccHpylomeii cnado-
CTBIO MBIIII Ta30BOTO mosica U auadparmel. [Ipu MaHudecTanun B IOHOMECKOM M 3PEIOM
BO3pacTe 3a00JieBaHKE TMOIACTCS KOPPEKIMH 3aMECTUTENLHON (pepMEHTHO# Tepanuei, HO
Y MHOTHX JIETEHl JOIIKOIBHOTO BO3pacTa OYEeHb OBICTPO HAYMHAIOT BBIPA0ATHIBATHCS HEHTpa-
JM3YIONINE AaHTUTENA K BBOJMMBIM M3BHE (hepMeHTaM. [Ipu paHHEM MPOSBICHHN CHMITOMOB
JIETH, KaK MPaBUIIO, HE JOKUBAIOT 10 TOJA.

Mertonsbl uccjief0BaHUS:

1. Inaruo3 6one3nu [lomre CTaBUTCS ¢ y4ETOM CEMEHHOrO aHAMHE3a U JIAHHBIX OUOT-
CHH CKEJIETHBIX MBIIII, COAEPIKAIINX JSTIOHNPOBAHHBIN TIIMKOTEH B KJIETKaX C OTCYT-
CTBHUEM KHCJIBIX ITTFOKO3M1a3.

2.Ha peHTreHOrpaMMe OpraHoOB rPYIHO KIETKU OMPENEISIOTCS YBEIHUCHUE Pa3MepOB
cepAla 3a cYeT BCeX OTHEJOB, MPHU3HAKHM T'MIIEPBOIEMHH Majoro Kpyra KpoBooOpa-
IICHHS.

3.OKT'": peructpupyercsi ykopoueHue HuTepBaia PQ, 04eHb BEICOKHH U 9aCTO MIMPOKHI
komriekc QRS B neBBIX peKapauaIbHBIX OTBEICHUX, YIUIMHEHHE (a3bl Penospu-
3allMU JKENyI0YKOB ¢ nHBepcuel 3youa T u myroobpasHeiM uHTepBajiom ST.

4. Dxokapnuorpadusi: BBIABISETCS TUHEPTPOPHS BCEX OTACIOB MHOKapIa C PE3KUM
YMEHBLICHHEM TMOJOCTEH cepAla BO BPEMsI CHCTOIBL.

Mporuo3. He6naronpustasiii (1, 3, 7).
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B. I'mukxoreno3, tum III (0osesns ®opbéca uam 6Goae3nr Kopm) Hacnemyercs
[0 ayTOCOMHO-PEIECCUBHOMY THIY, BcTpeudaeTcss ¢ vactotoid 1:100.000 sxuBopoxkaeH-
HbIX. bonesnpto Kopu HazBaHa B yecth saypearoB HobeneBckoit mpemun 1947 rona Kapna
u I'eptu Kopu, 6one3nsto @opbca — B yecTh Bpada-TepareBTa, BIEPBbIE OMUCABLIETO MPU-
3HAaKU METa0OJINUECKUX HapyLICHUH.

Iudp no MKB-10: E74.0.

Matorene3. Cumnromsl 3a0oneBanusi 00ycioBieHsl aeduuurom pepmenrta amuio-1,6-
IJIFOKO3U/1a3b1, PACLICTUISIONIET0 INIMKOTeH, YTO MPUBOIAMUT K OTIIOKEHUIO aHOMAJIBHOTO IVIHKO-
TeHa B [1EYEHH, CKEJIETHBIX MBIIIIaX U MHUOKap/e. B pesynbrare copepskaHue ITTFOKO3bI PE3KO
CHIDKAeTCs, B [IEUEHH U JIPyTUX OpraHax HaKaIUIMBaeTCs OCTAaTOYHbIN nexkerpuH [1, 3, 7].

Kannuka. {ebpuuur depmenta amuino-1,6-mroko3naa3sl B IEYSHNT H MBIIICYHOH TKa-
HU TIpUBOAMT K pa3Butuio BapuaHTa GSD-IIla (knmuHUYECKH BKITIOYAET BOBIICUCHHE MEUEHU
¥ MBIIICYHO} TKaHW); ipu Bapuante GSD-IIIb nepuuut dpepmerta otMmeuaeTcs TOIBKO B Tie-
4yeHH, 0e3 BOBJICUECHHS MBILIIEYHON TKaHU. [IpH TshKenoM TedyeHuH 00Je3HHU B IEpBHIE 2 Tofa
JKM3HU XapaKTepHa TPHaa IPU3HAKOB: TEIaTOMET AN, TUIIOTIIMKEMHS 1 3a1€PKKa Pa3BUTHSL.
W3MeHeHns MBIIIEYHON TKaHH, BKJIIOYAIONINE TUIIOTOHHUIO U KapAHOMHOIIATHIO, KaK PaBUIIO,
HAXOJAT Mo3XKe. Y JIeTel ¢ KapJUOMHUOIATHEN BBISBISIETCS CUCTONMYECKUN IIyM, THIIEPTPO-
¢us xenynoukoB no ganHeIM OKI, HO mpu nmpoBeaeHHH 3XoKapAuorpaduu OTKIOHEHUH OT
HOPMBI MOXET U He ObITh. B cityuae GaronpusiTHOro Te4eHus 00Ie3Hn MaHU(eCTaIs MOKET
OBITh 1O JOCTHXKEHUHU coBeplueHHONeTHs. OCHOBHBIMM CHMIITOMAaMHU SIBJISIIOTCSI aCUMITTOMA-
THUYECKasi TeraToMeraius, JIATEHTHO IpoTeKaromas 0oe3Hb ne4eHu wii muonarus. [To mepe
B3pPOCJICHHS TAIMEeHTa pa3Mepbl MEUYeHH YMEHBIIAIOTCS, TUIONIMKEMHS OTMEUaeTCs PEexe.
Tonbko y HEOOIBIIOTO YHMCTa OONBHBIX pa3BUBaeTcs Huppo3 [123].

MeToapl HccJIeI0BaHUS:

o OMOXMMHYECKHI aHAN3 KPOBH, BBISBILIOIINIA THIIOTITHKEMHIO,
e OIpeJeNieHUe aKTUBHOCTH (pepMeHTa aMHJI0- 1,6-TITFOKO3HIa3Hl,
o OWOIICHS IIEUYEHH.

IIporuo3. braronpusaTHbIA.

I. I'nuxoreno3 IV Tuna (0osie3nb AHgepcena). B nuteparype BcTpedaroTcs Takxe Ha-
3BaHUS AMUJIONIEKTUHO3, A1((Y3HBIH IIUKOTEHO3 ¢ IPPO30M IeueHu. Mimeer ayTocOMHO-pe-
LIECCUBHBIN TUI HachenoBaHus [1, 3, 7].

MIugp no MKB-10: E74.0.

ITaTorenes. B ocHoBe 3a001eBaHus NEXKUT AedULIUT GepMeHTa aMUII0-1,4-60-TIIFOKO3HI-
TpaHcdepaspl. B pesynmbrare B remaronurax ¥ MHOIMTAX HAKAIUTMBACTCS aMHUIIOMCKTHH.

Knnnuka. Manugecranus 00Je3HN 0TMEYAETCsl C TIEPBBIX MECSIEB KH3HU. [IepBhIMH
CHMIITOMaMHU SIBJSIFOTCS] pBOTa U auapest. [1o Mepe mporpeccupoBaHus 3a00JeBaHMsI HAPACTa-
€T TeNaTOCITICHOMETaJIHs, Pa3BHBAECTCS IUPPO3, XPOHHIECKAs! IEYSCHOTHAs HEJOCTaTOYHOCTD,
MBIIICYHAsT TUTIOTOHUS, KapIUOMHUOTIATHSL.

MeTtoab! uccae10BaHUA:

1. Onpenenenue akTUBHOCTH (hepMeHTa aMHJII0- 1,4-60-TTFOKO3UITPaHChepasbl.

2. buornicus neyeHu.

Iporno3. HeGnaronpusarHeiii. JleTanbHbIil MCX0/ HACTYMAeT B MepBbie 4 roia KHU3HU.
Penko npoaoKUTEIBHOCTD KU3HU JOCTUTAET § JIET.
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J. Tnukoreno3s, Tun V, 6oje3us Mak-Apana (merabonuueckas muonarus). imeer ay-
TOCOMHO-PELIECCUBHBII TUII HACJIEIOBAaHUS.

Mudp no MKB-10: E74.0.

IlaTtorene3. B ocHoBe 3a0oneBaHus NSKUT AeHUIUT GEepPMEHTA MBINICUHON THKOTEH-
dhochopunaszsl (Muopochopuinasbl) B MBIIIEUHOW TKAaHH, YTO HMPUBOAMT K HAKOIUICHUIO B
MBIIIIAx (BKIOYas MHOKapA) IIMKoreHa. IIpu oTcyTcTBUM epMeHTa mpeKpalaeTcs neppas
peakLusl IMKOTEHONN3a U CTAHOBUTCSI HEBO3MOXKHBIM 00pa30BaHHE TIIOKO3bI, HEOOXOIUMOM
JUIS CHHTE3a HEPTHH U3 TIMKoreHa M [1, 3, 7].

Kunnuka. YV GONbHBIX OTMEUYAETCSl CHIKEHHAsS MEePEeHOCUMOCTh (PU3NYECKUX HArpy-
30K. BBIpa)keHHOCTh CUMIITOMOB BapbUpPyeT B 3aBUCHMOCTH OT cTeneHH neduuura dep-
MeHTa. Y IeTel co cpemHel cTeneHbo GpepMEeHTHOTo nedUInTa HaOMIONAIOTCS JHIIb OT-
JIeNIbHBIC CUMIITOMBI 0OJIe3HH, THOO TEYCHHE MOXKET ObITh BOOOIIE aCHMITOMHBIM BILUIOThH
JI0 IOAPOCTKOBOro Bo3pacTa. Ha mepBelii mi1aH B KIMHMYECKON KapTUHE BBICTYNAIOT HOMHO-
mye GOJIH 0 X0y MBIIIL, CYIOPOTH nocie GU3NIeCKO Harpy3Ku U CyAOPOKHBIE TOJEPIH-
BaHUs (cuHApOoM Kpammu) B paboTaromux MbIIIax. B OONbIIMHCTBE CllydaeB OTMeUYaeTcs
MUOTIIOOUHYpPHSA, KOTOpasi MOXKET SIBUTHCS (PAKTOPOM pUCKA Pa3BUTHS OCTPOH MOYEHHOH
HEI0CTaTOYHOCTHU. BOJIb MOXET JUIMThCS YacaMU, a Harpy3KH MPUBOAAT K IIOBTOPHBIM TTPH-
CTyIlaM, BOZHUKHOBEHHE KOTOPBIX CBA3aHO C MAaKCHMAaJIbHBbIM CHUKEHHEM YPOBHS aKTHB-
HOCTH (epMEHTA.

Mertonsbl ucc/Ie0BAHAS:

1. OnpeneneHne akTUBHOCTH MBILIEUHON IMUKOTeH-(Gochopria3pl B GHonTare Mpley-

HOTO BOJIOKHA.

2. Tenetnyeckoe odcienoBanre (MOJNEKYISIPHO-TEHETUUSCKHII aHAIN3).

3. Muorno6unypus.

IIporuo3. OTHOCUTENIBHO OIATONPUATHBIN.

E. I'lmukoreno3, tTun VI, 6o1e3ub Xepca (uu I'epca, BeTpedaeTcs Takoke HazBaHHE «00-
1e3Hb Dpcay). FIMeeT ayToCOMHO-PELIeCCUBHBIN TUI HACIEN0BAHUS.

Iudp no MKB-10: E74.0.

IaTorene3. bose3nb o0ycnoBneHHa aeduiurom neuyeHouHo# Gpochopunaser [91]. B pe-
3yJbTaTe Hapymaercs GpochopmimpoBaHue (paclielieHne) IIMKOTeHa B TIEYEHH, YTO BEIET K
€ro HaKOIUICHHIO B TE€NaTOLUTAX.

Kaunuka. Inukoreno3 VI Tuma nposiBiseTcst 00bIYHO Ha MEPBOM TOJY JKMU3HH. Xapak-
TEpHBI 3HAYUTENIFHOE YBEINYEHHE ITEUSHN B PE3yJIbTaTe NIMKOTCeHHOH HHUIBTpaiuy renaTo-
LIUTOB, 33/IEP’KKa POCTA, KyKOJIBbHOE JIUIO, THUIIEPIUITUIEMHUS, THIIEPITIMKEMUS 1I0CIIe BHYTPH-
BEHHOT'O BBE/ICHUS TaJIaKTO3bI, TIOBBIIICHHOE COACPKAaHHE TIIMKOT€Ha B PUTPOLIUTAX.

MeTtoab! uccae10BaHUA:

1. B OHOXMMUUYECKOM aHAN3e KPOBH OTMEYAETCS THITOTIMKEMUS], TUIIEPIIHITUIEMUSI.

2. TIpoba ¢ ranakTo30# BBISBISCT MOBBIIICHHE YPOBHS IIFOKO3bI B KPOBH.

3. B spurponmrax nepudeprHueckoil KpOBH OTMEYAECTCS IOBBILICHUE COACPIKAHUS

TJIMKOTeHa.
IIporuo3. braronpusaTHEIA.
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4.3.1.3. I1uKONIPOTEeNHO3BbI.

dDyko3un03. ViMeer ayToCOMHO-pEIIECCUBHBIN TUIT HACIeq0BaHUs. BeTpeuaeTcs kpaitne
penko. /1o 2014 rona B mupe onucanbl 100 quarHoCTHPOBaHHBIX CilydaeB (Gpyko3umosa.

HMIndp MKB-10: E77.1.

IaTorene3. 3aboneBanue BriepBbie onucaHo B 1967 rogy Durand P. OtHocuTCs K rpyn-
ne OoJe3Hel HaKOIUIeHHs — IIMKONPOTenHO3aM. B ocHOBe maToreHe3a 3a00JI€BaHUS JISKUT
nedunut Gepmenta o-L-pyko3uaaspl, y4acTBYIOIIEro B Karabonu3Me (yKo30COAepIKaIInux
COeIMHEHMH (B YaCTHOCTHU INIMKOJIUIHIOB), YTO IPHUBOIHUT K BHYTPUKICTOYHOMY HAKOIUICHUIO
(byKo3conepKaIuX NIMKOIUIINIOB U IIIMKOIPOTEMHOB B PA3IMYHBIX OPraHaX U KIMHHYECKOH
manuecranuu 6onesnu (puc. 31).

Kaunuka. 3aboneBanue umeer 2 BapuaHTa TeUeHHs: | TUIT oTIMYaeTcs: OBICTPBIM MpPO-
IPECCHPOBAHUEM, 3aKaHUMBACTCS HEOIArOMPHUSITHBIM UCXOJIOM B MEPBbIC 2 TOJa )KU3HH; 2 THIT
oriyaercsi 0ojee MEIJICHHBIM TeUeHHeM, OOJIbHBIE MOTYT NOXHBath 10 18 ner. B ximHH-
YecKkol KapTHHe (DYKO3MI03a JOMUHHPYIOT BBEIPRKCHHAS 33/I€PHKKa IICHXOMOTOPHOTO pa3BH-
THS, yTpara paHee MPHOOPETEHHBIX HABBIKOB, OMIHMpaMUAHAS M SKCTpANHpaMUIHas HENO-
CTaTOYHOCTh, PACNPOCTPAHEHHBIE TEJIEAHIMIKTA3UU, MHOKECTBEHHBIE q130cT03bl [53,108].
MarHuTHO-pe30HaHCHas: ToMOorpadus MO3BOJISET BBIIBUTH NPU3HAKUA THIOMHEITUHHU3ALUN
U IeMUEIUHU3AIIH.

MeTO]ll)l HCCJIeA0BaAHUA. OHpeHCJ’IeHI/Ie B MOY€ KOHBIOIaTOB ITTMKOIIPOTCUHOB.

F

Puc. 31. dyxo3un03: a — TeN€aHTMIKTa3UU Ha NTOJOIIBEHHOMN TOBEPXHOCTH CTOII
y 8-netHero pebeHka ¢ Gyko3u1030M; b-e — MHOXKECTBEHHBIE TN30CTO3BI [53]
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4.3.1.4. Myxonoaucaxapuaossl. Cunapom Xanrepa (Hunter—syndrom).

IlepBoe KIMHUUYECKOE ONUCAHUE MyKonoaucaxapuno3os (1917 rox) ces3aHo ¢ CHHAPO-
MoM XaHTepa (Mykomnoiucaxapuao3 Il Tumna), KOTopblid OTHOCHTCS K BPOXKICHHBIM 3a00J1eBa-
HUSM, UMEIOIUM PELIeCCUBHBIN ITyTh HACJIEI0BAHUS U CLEIIIIEHHBIM ¢ X-XpOMOCOMOH (BCTpe-
gaeTcs y ManpaukoB). B mHagame XXI Beka B mMupe amarHoctrpoBaHo okono 2000 ciaydaeB
cunnpoma Xanrepa, S00 u3 6onbHbIX poxkuBaiu Ha Tepputopun CIIA, 30 Obi10 3aperucTpu-
poBaHo Ha Teppuropuu Kanansl, onus ciyuaii onucad B HoBoil 3enanauu [3, 7].

Mudp no MKB-10: E76.1.

ITaTorenes. B npouecce pu3nonoruueckoro pa3pyeHus MaTpuKca, COAEPIKaIlero mpo-
TEOIVIMKAHBI, 00pa3y0TCsl MyKOIIOJIMCaXapuabl, U3BECTHbIE, KaK TiInKo3aMuHoruKansl (ITAD).
IIpu cunapome XaHTepa HapyIIaeTcsl NPOLECC YTHIN3ANUH BYX BaKHEHIINX TIIMKO3aMUHO-
IIMKaHOB (JepMaraH cyib(dara u remapas cyiab(ara) B pe3ynbrare 4aCTUYHOIO WU IIOIHOTO
CHIDKEHHSI aKTUBHOCTH (hepMmeHTa 12S. [MMK03aMUHOTIIMKAHBl HAKAIUTUBAIOTCS B Pa3IMUHBIX
opraHax 1 TKaHsx, 00ecre4rnBasi MHOrooOpasue KITMHUYECKUX MPOSBICHHH CHHApOMa XaHTepa.

Kawunuka. J[ns cuaapoma XaHTepa XapakTepHO Halnuue aOJOMHHAIBHBIX TPBDK, pe-
IUANBUPYIOMIAX OTUTOB, pUHATOB, YacTeiXx OP3 B Teuenne mepsoro rona xwu3Hu. [locie roga
OTMeYaeTcsi orpyOieHue 4epT JIMLA, HOSBISETCS BBICTYMAIOIIU 100, MIMPOKas MepeHOCULa
W yBeNnIMBaeTcs s3bIK. [Ipu ocMoTpe oOparaer Ha ce0si BHUMaHuUe OOJbIas TOJI0Ba H YBe-
au4yeHue B o0beMe KHUBOTa. XapaKTepHbI YacThle HHPEKINU OPTaHOB CIIyXa U JbIXaHHS C 3a-
TSDKHBIM TCUCHHEM.

HaxoruieHre MyKoIonpcaxapiIoB B TOJIIIE KJIAIMAHHOTO arapara, SHIoKapia U CTEH-
Kax JIbIXaTeJbHBIX MyTeH BeJeT K HapyIIeHHIO (GYHKIMU cepiua, pasBUTHIO OOCTPYKTHBHON
0oNe3HH JErKHUX, CHWXKEHHIO IbIXaTeIbHOro o0beMa. IleueHb U celle3eHKa yBEIUYUBAIOTCS,
JKMBOT CTaHOBUTCS PACTAHYTBHIM, YTO NPHBOIMT K MOSBICHUIO TPBDK. Bce Gompime cycra-
BBl (BKJIIOYAs 3aICThe, JTOKTEBBIE, IJIEUEBble, Ta300€JPEHHbIE U KOJIEHHBIE) MOTYT CTpaiaTh
IpU CHHApOME XaHTepa ¢ MOCIESAYIONIM pa3BUTHEM TYTONONBIKHOCTH. [Iporpeccupyromniee
BOBJICUCHHE TMAJBLIEB U CycTaBa OOJIBIIOTO Majblia BEJET K MOTEpe COCOOHOCTH Oparh Mel-
Kue npeaMersl. VizMeHeHus B 001aCTH 3aICThsl CIOCOOCTBYIOT OSIBJICHHIO BbIPAXKEHHBIX Ha-
PYLIEHUHA TOABIKHOCTH KHUCTEH PyK. YMEHBIIAeTCs JAJIMHA KOCTeH, KOka BEPXHHX OTIEIIOB
KOHEYHOCTEH M CIUHBI NPUOOpPETAET LBET CIOHOBOI KOCTH. VI3MEHEHUE KOXKU HE SIBISETCS
BeJlyLIUM IPU3HAKOM CUHIpOMa XaHTepa, HO TeM He MEHEe, SABIAETCS IPEAUKTOPOM TXKEIOr0
TeyeHus O6orne3nu. HakomieHne IMKO3aMHUHOIIIMKAaHOB B TOJIOBHOM MO3T€ BEZIET K 3aEpIiKKe
YMCTBEHHOTIO Pa3BUTHSL.

Kannuka cunapoma XaHrepa HHIMBAAYaJIbHA y KaXXI0T0 OOIBHOTO U HE BCETAa COMPO-
BOXIOAacTCA 3azlep>1<1<0171 YMCTBCHHOI'O pa3BUTHSA. Onucansl CJIy4dau, Koraa npogonKUTEIbHOCTD
»KM3HU ObLIa Oonee 50 set 6e3 moTepu TPYI0CIOCOOHOCTH, Y HEKOTOPBIX OOIbHBIX HApyLIEHUS
uHTeIeKTa orMevarotces nocie 20—30 set. YacTb O0MBHBIX UMEIOT MPOIOKUTEIBHOCTD KH3-
HU He Oonee 15 neT u TsHKeIble YMCTBEHHBIE HAPYIICHHUSI.

MeTonbl ucciaenoBanus. s cuaapoMa XaHTepa XapakTepHO HAINYHE TIIUKO3aMUHO-
rukaHoB (TAT) B Mode. OfHaKo B OTJENBHBIX Ciiydasx ypoBeHb [A' MoxkeT ObITh HOpMalb-
HbIM. OKOHYATENIbHO JUArHO3 CUHAPOMa XaHTepa NOATBEPKAACTCS OIPEIeIeHUEM aKTHBHO-
ctu 12S B ChIBOpOTKE, JEHKOLIUTaX KPOBH WK B (pUOpoOIAcTax, MONyUYCHHBIX MPH OHOTICUH
koxu. [IpenaranpHas TUarHoCTHKa CUHApPOMa XaHTepa NMPOBOAUTCS MyTeM OIpeNleeHUs aK-
TUBHOCTU [2S B aMHHOTHYECKOHN KHIKOCTU MM B BOPCHHAX XOPHOHA.

IIporuo3. HeGnaronpusTHLIH.
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Kpome curpoma XaHTepa B HacTosIee BpeMsl BBIACISIIOT 14 THUIIOB MyKOIOJIHCaXapH-
no3oB. Haunbonee usyuensl: cunapom ['ypnepa (Myxononucaxapuno3 I tuna), 6onesns [da-
yaiepa-I'ypnepa, 6onesns lllelie (mo3auuii BapuanT cuHapoma ['ypiepa), 6one3np CaHdpu-
numo (Mykononucaxapuao3 111 tuma), 6one3us Mopkuo (Mykononucaxapuao3 [V tuna), cun-
npoM Mapoto-Jlamu (Mykomonucaxapuno3 VI tuma), cuaapom Cras (MyKOIIOIHCaxapHIo3
VII tuna), cunapom du @eppanre (Mykononucaxapunos VIII tuna).

4.3.1.5. Manno3ua03. FlMeet ayToCOMHO-pPEIIeCCUBHBIN THIT HACIEJOBAHMS.

Mudgp no MKb-10: E77.

IaTtorene3. B ocHoBe 3a00JIeBHHS JIEKHUT HEAOCTATOYHOCTDH JIN30COMHOTO ()epMEHTA,
B pE3yNbTaTe Yero HapylaeTcs: KaTaboJIn3M MaHHO3bI M IPOUCXOAMT HAKOIUIEHUE ITOTO Belle-
CTBa B TOJIOBHOM MO3T€, I€4E€HH, KOCTSIX, POTOBUIIE, XPyCTaJIHKE.

Knannuka. XapaktepHbl: pBOTa, CIUICHOMETaHsl, rpyOble YepThl JIAIA, MAKPOIIOCCHS,
LIMPOKHE TIPOMEXYTKH MEXIY 3y0aMu, HU3KUI POCT, TIIyX0Ta, IOMYTHEHHE XPyCTaJINKa, MbI-
HIe4Hasi ciabocTh, YepThl MHOKECTBEHHOTO JIM30CTO3a, MOBTOPHBIC PECIUPATOPHbIC HH(]EK-
LU, OTCTABaHUE B YMCTBEHHOM Pa3BUTHH, PACIINPEHHBIC KETYT0UKH MO3Ta.

MeTtoabl uccjienoBaHus. B neikonuTax KpoBU pe3koe CHiKeHue (depmeHta. B moye
60IBII0€ KOIMYECTBO MAHHO30COAEPIKAIIUX OJIUT0CAXAPUIOB.

Mporuo3. HeGnaronpusthslii [3, 7].

4.3.2. HacieacTBeHHbIE HAPYLIEHUS] MeTa00/IM3Ma, He CBA3aHHbIE € JIH30COMHBIMU
00J1e3HSIMH HAKOTIJIEHHS.

A. T'anaxroszemus. Hacnenyercs o ayTocOMHO-PELIECCUBHOMY THITY.

Mudp no MKb-10: E74.2.

IMatorenes. ['anakTo3a MocTymaeT B OpraHM3M 4YeJIOBEKa B COCTaBE JHCaxapHa JIAKTO-
351 (MOJIOYHBIH caxap, CONEPKUTCS TOIBKO B MOJIOYHBIX MPOIYKTAX, KOHIIEHTPAIIHS B MOJIOKE
konebnercs ot 2 1o 6%). [ox BnusiHHEM (epMeHTa J1aKTa3bl JAKTO3a PACILEIUISETCS B KH-
LIeYHHNKE Ha 2 COCTABHbBIC YacTH: IVIIOKO3Y M rajiakTosy. [IpeBpalieHne rajakTo3bl B TIIOKO-
3y (Merabonmueckuii myTh Jlemyapa) MpOUCXOIUT MPH yYacTUH 3-X (hepMEHTOB: TaaKkTo3a-
1-bocarypununtpancdepassl (GALT), ramakroxunassl (GALK) u ypuaunmudocdar-
ranakto3o-4-snumMepassl (GALE). B coorBeTcTBUM € 1edHUIUTOM 3TUX (EpMEHTOB paziauda-
1T | Tun (KJIacCCMYECKH BapuaHT), 2 U 3 THII rajakTo3eMun. [Ipyu HETOCTaTOUHOCTH OJHOTO
13 (PepMEHTOB KOHIICHTpAIUS TaNaKTO3bl B KPOBH 3HAYHTENHHO MOBBINIAETCS, B OPraHU3Me
HaKaIUIUBAIOTCS TIPOMEIKYTOYHBIC METAOOINTEI I'aTaKTO3bl, KOTOPHIC BBI3BIBAIOT TOKCHYECKOE
nopaxxenue [{HC, neyenu, nouek, cejae3eHKH, KulledHuKa, a3 (puc. 32). Haunbonee yacto
B KIIMHUYECKOH MpaKTUKE BCTpedaeTcs kiaaccuueckui (1 THIT) ralakTo3eMHH.

Kawnnuka. [TepBole KIIMHUYECKUE NPOSIBIICHUSI 00JI€3HU OTMEUArOTCsl Ha 3—4-if IeHb K13~
HU HOBOPOX/EHHOI'O: XKEJITyXa, CHIDKCHUE MAacChl TeJla, PBOTA, AUAPEs], ACLUT, HEBPOIOTHUe-
CKasi CUMIITOMAaTHKa (CyJOPOTH, HUCTAarM, THIIOTOHMS). B nanpHeleM oOHapyKUBaeTCs OTCTa-
BaHME B (PU3MUYECKOM M HEPBHO-TICHXHUECKOM Pa3BUTHU. BO3MOXKHO OBICTpOE pa3BHUTHE Cell-
CHca, IEYCHOTHOI HeIOCTaTOYHOCTH, TOYCIHON HEIOCTATOYHOCTH, IBYCTOPOHHEH KaTapaKTHI.

Metonb! ucciaenopanus. CambiM 3(p(HeKTUBHBIM METOZOM PaHHEH TMAarHOCTUKH rajlak-
TO3EMHU SIBIISICTCS IPOBEICHNE HEOHATANBHOIO CKPHHHHIA. B HEIMarHOCTHPOBAHHBIX CITy-
qasgx (OTCYTCTBHE HEOHATAILHOTO CKPUHHHTA) OTMEUAIOTCS TalaKTO3eMHs, TallaKTO3ypHs,
THIEpXIIOPEeMUYECKUH a3, ATE0YMUHYPHs, aMHHOAIATY PHSL.
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nc. 32. [leyeHs npu ranakTo3eMun HKa PaHHETO B Ta.

Puc. 32. Ileue aJIaKTO3e eOeHKa paHHEero Bo3pacra

[ponudeparys SMUTENNS KETIHBIX KAMWILISIPOB U OOJBIINE KATUIN JKUPA B PAIOM
pacnoiokeHHbIX renarorurax [107]

IIporxos. [Ipu no3aHel qUarHOCTUKE — HEOIArONPUATHBIH [3, 7].

b. BpoxneHHasi HenmepeHOCHMOCTh (PPYKTO3bI. [IMeeT ayToCOMHO-pELECCUBHBINA THIT
HacienoBanus [3, 7].

u¢p no MKB-10: E74.1.

IlaTorene3. BpoxineHHas HENEPEeHOCUMOCTb (PYKTO3bl CBA3aHA C JEPUIUTOM
HneyeHouHoro ¢epMenta anpgonassl B (bpykrossi-1-pocdar anpnonassl). Jedbuuur sto-
ro (pepMEeHTa MOXKET TaK)Ke€ OTMEYAThCs B KHIIEYHHKE M MOYKaxX. PampocTpaHeHHOCTh CO-
crasisier 1/20000. KnuHnvyeckue cuMnToMbl 00JI€3HU OBLUIN BIIEPBBIE OMUCaHbI B 1956 roxy
Chambers R.A. u Pratt R.T.

Kiaunuka. IlepBble cUMIOTOMBI 0ONE3HU MOSIBISIOTCA Cpa3y IOCIE NpHEMa MIPOXyK-
TOB, comepxamux (QpyKTo3y: MEN, I0T0KH, aOpPUKOCHI, TPYIIH, BUHOTPAJ, aBokaao [25,46,
70] u noHauany 3a0o0JeBaHHE TPAKTYETCS KaK CHHAPOM pa3iApakKeHHOTo KHIIeuHuKa [69].
B xnuHMUECKOl KapTHHE 0O0JIE€3HN OTMEUYAIOTCs TaKHe CUMIITOMBI, KaK TOLTHOTA, PBOTA, 00IH
B )KUBOTEC U CHUMITOMAaTH4ecKas THIOIIHKeMUs. [lepBble cUMNITOMBI 00JI€3HH MOTYT IOSIB-
JSIThCS €lle B IIEPHOJ HOBOPOXKJAEHHOCTU. ITpy OTCYTCTBUU JUETHI C UCKIIOUEHUEM QPYKTO-
3BI IPOTPECCHpPYET Ne(GUIIUT MACCHI, CHIDKAIOTCS TEMITHI (PU3NIECKOTO pa3BUTHS, OTMEIAeT-
csl HapylIeHne QYHKIUH ITeYeHH U TIOYEeK, Pa3BUBACTCS METaOOIMUECKUH aliI03, ONHCaHbI
cy4au JeTalbHoro ucxona [122].

MeTonb! uccaenoBanms. [y 1uarHoCcTUKU OONE3HU UCIOIb3YETCsl TECT TOJIEPAHTHO-
ctu k ppykrose. LozinskyA. etal.[46] npennarator Harpy304Hyo 103y (hpyKTO3bI U3 paccuera
1 r/xr, HO He Oonee 12 r Ha npueMm, B Buae 10% BomgHOTro pactBopa. TecT cunTaeTcs MOJOKH-
TENIBHBIM, €CJIH CITYCTS 8 4acoB mocJie npremMa (GpyKTO3bI MOSIBISIOTCS a0IOMUHANEHBIE OOITH,
Juapesi, B3AyTHE KUBOTA.

IIporxHo3. brnaronpusaTHbIA Py MOJIHOM UCKIIIOUEHUM (DPYKTO3bI U3 MUTAHUS peOeHKa.

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

Mugp no MKB-10: E70.2.

IlaTtorene3 m kJmHuka. Ha cerogHsmHuii A€Hb CyIIECTBYIOT 3 THUIA THPO3MHE-
mui (puc. 33).

1 Tvn THPO3UHEMHH (TeaTOpeHaNbHas TUPO3UHEMHUS) OTHOCUTCS K CaMbIM TSDKEJIBIM Ba-
pHaHTaM THPO3WHEMHH H CBs3aH C JedunuToM pepMeHTa (hymMapHIaneToanerar THapoIass,
KOTOPBII KaTalIH3upyeT MOCIETHIOK CTAANIO JerpaJallii THPO3KHA: Iiepexos hyMapHIaeTo-
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arerara B (pyMapar, aleToalneTar u CyKIuHat. B pesynprare neduimra GpepMeHTa IpOUCXOIHUT
HaKoIUIeHHEe (pyMapuIaeToalneTara B renaToluTax u TyOyIIPHOM SIUTEIHU MTPOKCUMAaTbHBIX
kaHanblieB HedpoHa [115]. YBenuueHune KoHIEHTpaluu pyMapHialeToanerara HHrnOupyer,
B CBOIO 0YepeAb, IPEABIAYIIHE dTalbl MeTaboIn3Ma THPO3HHA, YTO BEAET K HAKOIUICHUIO 9TOH
AMHWHOKHCJIOTHI B TKAHAX. TI/IPOSI/IH HC ABJIACTCA TOKCUYHBIM BCIICCTBOM JId IICUCHU U IIOYCK,
HO €ro HaKOIUICHHE BHI3bIBAET U3MEHEHHSI CO CTOPOHBI KOXH M HapyIIEHHE ICUXUMOTOPHOTO
pa3BuTHA. B KIIMHUYECKOH KapTHHE TOMUHUPYIOT MOPaKCHUE TeUeHH (TenaToMeraius, psi-
Masl THIIepOMITMpPyOHHEMUS, KENTyXa, HUPPO3, KOATYIIONATHs U CBSI3aHHBIH ¢ HEl reMopparu-
YECKUI CHHIPOM, acuuT). [lopakeHHe MoYeK UMeeT KIMHUKY CHHIpoma DaHKOHHU: peHaslb-
HBIH TyOyIapHBIi aru03, runodochareMuio 1 aMUHOAMAYPHUI0. BO3MOXKHO Takke pa3BUTHE
kapauomuonaruu [50].Pactipoctpanennocts cocraisger 1/100000, HO B HEKOTOPBIX ITPOBUH-
musax Kanaaer Hamuoro Beime: 1/16000 u 1/1846.

' [Recyc . G,
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Puc. 33. TTatroduznonorus MeTabOIMIECKUX HAPyIICHUH THPO3MHA, TPUBOISIIIX
K MOBBIIICHHIO ypOBHS THpo3uHa B kpoBu (Wikipedia, 2015).

II Tun THpo3MHeMMM (M3BECTHBIM Takke Kak cuHApoM Richner-Hanhart) Bri3biBaert-
csl nedumuToM GepMeHTa THPO3MHAMHHOTpaHC(pepasbl, KOTOPHIH SBISETCS TEPBBIM B LENU
(epMeHTOB, KOHBEPTHPYIOIIUX THPO3HH A0 0oiee MENKUX MOoNeKyll. B pesynsrare nedummra
(depMeHTa HapyIIaeTcs epexo TUPO3HHA B p-ruApokcudeHnnupyBar. OCHOBHBIMU KIMHH-
YEeCKUMH NPU3HAKaMH 2 TUMA TUPO3UHEMHH SIBISIETCS IOpaKeHHUE IMa3 (KepaTuT, ciae3oTeye-
Hue, Gorodobdus), KoxkH (MaIbMOIUIAHTAPHBIH TUIIEPKEPATO3) U 33/IePKKa HHTEIUICKTYaIbHOTO
passutus [112]. Manudecrauus 6one3nu otMeuaercs Ha 2-4 rony xu3Hu.Berpevaercs ¢ ya-
croroii 1/250000.

IIT TN THPO3MHEMHH OTHOCHUTCS K O4€Hb PEIKUM 3a00/IeBaHUAM. PacipocTpaHeHHOCTD
He U3ydcHa. B ocHOBe pa3BUTHS 3a001eBaHMs JISKUT AeGUIUT (epMeHTa 4-THApOKCH(eHMII-
IIHPyBaT JHOKCUT€HA3bl, KOTOPBIA KaTalu3upyeT HepeBoj] I'MAPOKCH(EHmIIHpyBaTa B TOMO-
TEeHTU3UHOBYIO KUCIOTY [87]. XapakTepHbIMHU NMPU3HAKAMU THUPO3WHEMHHU 3 THNA SBISIOTCS
3aJIepKKa HHTEIUIEKTYalIbHOTO Pa3BUTHS, CyIOPOTH U MHTEPMUTTUPYIOIAS aTaKCHs.
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Hioke npuBejieHa cXxeMa MmartoreHe3a BCeX 3 THIIOB THPO3HHEMHUH.
MeTonbl HccsienoBanusi. B KpoBH NOBBIIICH YPOBEHb TUPO3HHA U METa0OIUTOB.
IIporuo3. HeGnaronpusTHLIH.

I. Boe3nb Buibcona—KoHnoBas10Ba. AyToCOMHO-peLiecCUBHOE 3a001eBaHNe, 00yCI0B-
JIEHHOE HapylIeHUeM MeTaboIu3Ma Mely, HaKaIIMBaIOIEHCs B TOJIOBHOM MO3I€ U IIEUEHH.

Mudp no MKB-10: E83.0.

IMatorene3. B ocHoBe 3a00neBaHNs JIEKAT HApyLIEHHE CHHTE3a (hepMEeHTa [epyoIuias-
MHWHA U CH)KCHUE €0 KOHLICHTPAlUU B KPOBH. HepyﬂOHHaBMI/IH MIPUHUMACT HETTOCPECACTBCH-
HOE yuyacTHE B BBIBEJICHUU MeOu U3 opraHuzMma. He cBs3aHHas ¢ Lepy/lolIa3sMHHOM MeNb
HaKaIIMBAeTCs MPAKTHYECKH BO BCEX OPTaHaX M TKAHSIX, HO B IIEPBYIO OYepedb B TOIOBHOM
MO3Te, OpraHax 3peHHs1, IoUKax, IIeYeHH. B medeHn popMupyercs: KpyImHOY3IOBOH HIIH CMe-
IIaHHBIA UPPO3, B TOYKAX B IEPBYIO OYEPEAb CTPALAIOT IPOKCUMAIbHBIE KaHAIBIEL. B ronos-
HOM MO3T€ OpaXkatoTcst B 00JIblIeH cTeneHn 0a3aabHble TaHIIMY, 3y04aToe siIpo MO3XKEUKa U
Substantianigra. OTIOXKeHHE MEH B IECLIEMETOBOI MeMOpaHe I71a3a IPUBOAUT K pOpMUPOBa-
Huto xoneifa Kaitzepa-Oneitmepa (puc. 34).

Kaunuka. B xivHUYeckod KapTHHE OOJIE3HW ITOMUHHPYET MOPAKEHHE ICHTPATbHOM
HCpBHOﬁ CHUCTEMBI, YTO MPOABIIACTCA THIICPKUHC3AMHU, MMOBBIIICHHBIM MBIIICYHBIM TOHYCOM
W/MIM NapajuyaMy, aTeTo30M, SIMICNTUYECKUMU [IPUIIAJKaMH, CIIOHOTEYEHHEM, TU3apTPU-
i, HapymeHHeM noBeneHus, peun[57]. IlopaxxeHue MedeHN XapaKTepU3yeTcsl TelaToMerau-
eif, CHMIITOMaM¥ XpOHHYECKOTO TelaThuTa, Iuppo3a. Hepeako oTMedaroTcs reMOIUTHYEeCKast
aHeMHUs1, TPOMOOIUTONEeH S, JIefiKoneHuss. KpoMe 3Toro, BBIABISIIOTCS IPU3HAKK PEHAILHOTO
TYOYJIIPHOTO a1u03a (III0KO3ypHsl, aMUHOALU Y pUs, pochaTypust, ypaTypusi, IPOTCHUHYPHUS).

Metonb! ucciegopanus. OCHOBOI IUAarHOCTHKHU SBJIS€TCS KapTUHA Oosie3HH. JluarHos
3a00JICBaHUsI IOATBEPIKAALCTCS:

* Hanuuuem xonbua Kaiizepa-®neitiHepa uinun ero «obnomkoB». Heobxomum ocMotp
C MOMOIIBIO IIEJICBOH JIaMIIBI (3eJIEHOE WK 3eJICHOBATO-KOPUYHEBOE KOJbIO Kalizepa-
Oneiimepa Ha pOroBuLEe y IMMOa).

* CHmXEHUE CcOIep:KaHUs Melu B ChIBOPOTKe kpoBu Hmxke 80 Mkr Ha 100 mn
(< 9,4 MKMOITB/).

* CHIDKeHHE KOHIIEHTpAIMHK 1iepyoria3mMuHa Huke 20 mr Ha 100 mut (<1 MKMOJIB/1T).

* TloBeiieHue SKCKpenun Mean ¢ Mo4oit 6osee 100 Mxr B cyTkH (>1,6 MKMOJIB/CYyTKH).

Puc. 34. Konbua Kaifzepa—®neiimepa BOkpyr paay>KHoi 000J104KH I1a3
(www.wikipedia.org)

Iporuo3. Hebnaronpustaelii [3, 7].
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. T'emoxpomaro3. /Io HacTOsIIEro BpeMeH! HEM3BECTHO, SIBISETCA JIM 0OJIE3Hb BPOXK-
JICHHO! C ayTOCOMHO-PCLIECCUBHBIM THIIOM HACJICAOBAHUS WIIH )K€ 3TO CJIEACTBHE NpUOOpe-
TEHHOro Jedekra oOMeHa ele3a Bo BpeMs OepeMmenHoctd [7, 32]. Tem He MeHee, COINIACHO
HOCJICTHAM HUCCIIEOBAHUSIM, MOXKHO C YBEPEHHOCTBIO TOBOPHTH O CYIIECTBOBABHUH BPOXKICH-
HOTO TeHETHYECKH IEeTePMHHHPOBAHHOTO BapHaHTa 3a00JICBaHMUS, IMEIOMIETO ayTOCOMHO-pe-
LeCCUBHBIA THIT HacienoBaHus [20]. 3HAUMTENBPHO Yale reMOXPOMAaTo3 BCTPEYAETCs Y JIHIL
MY>KCKOTO TI0JIa — TIOUTH B 24 pa3a Jaie, ueM y xenmuH [20].

HIndp no MKB-10: E83.1.

IMartorenes. [Ipu remoxpomaTo3e HapylleHa HOpMajJbHas PEryJsALus XKenesa, YTo IpH-
BOIMT K TOKCHYECKOH aKKyMYJSILIUH €T0 B )KU3HEHHO Ba)KHBIX OpraHax, Pa3BUTHIO LUPPO3a,
00JIe3HSM KOCTEH M CyCTaBOB, caxapHOMy auabety, 3a0oneBanusM cepaua (35). [Ipu remox-
pomaTo3e NepBUYHBIM (DYHKIIMOHAIBHBIM Ae(EKTOM SBISETCS HAapyIISHHE PETY/ILUY 3aXBaTa
JKeJe3a KJIEeTKaMU CIM3HCTON 000JI0UKH JKeNyIOYHO-KHIIEYHOTO TPAKTa, YTO MPUBOIUT K €T0
HEOIrpaHUYC€HHOMY BCACBIBaHUIO.

Puc. 35. 'emoxpomaro3 neuenu (Wikipedia, 2015)

Kannauka. CUMOTOMBI BPOXKICHHOTO TE€MOXpoMaro3a HecmnelnudUuHbl, 0COOCHHO Ha
pPaHHHX CTagusX OOJIC3HH, M BKITIOYAIOT TIOHAYATY BSUIOCTh, YYBCTBO YCTAJIOCTH, COHIIUBOCTD,
apTpaJITuH, MOXyIaHHe, CHY)KCHUE apTePUATLHOTO IABICHUS. Y MYXUYHH HEPEIKO OTMEUASTCS
pa3BHUTHE UMIIOTEHIUH. [103Ke BBIIBISIFOTCSI OCTEOIOPO3, IUPPO3, TEMaTOLEILTIONAPHBIN pak
MIEYCHH, KApAUOMHOIIATHIO, HapyIIeHHEe CEpIEIHOr0 PHUTMa, TUIIOTOHAIM3M. B To ke Bpems
y IeTeil KIMHUYeCcKash KapTHHAa MOXKET Pa3BUTHCS B TEUCHUE HECKOJBKHAX YacOB M HENelb C
MOMEHTA POXKICHHSI.

OCHOBHBIMH KJIMHUYECKUMHU TPOSIBICHUSMH SIBISIIOTCS KENTYXa, THIOIIMKEMHS, BBI-
pakeHHas Koarynomnarus. Hambornee xapakTepHBIMH CHMIITOMaMH I'eéMOXpOMaro3a y nerei
SBISIOTCS THIEPIUTMEHTAIM KOXH (cepo-Oyphlif WJIM KOPUYHEBBIM LIBET); yBEIMUYEHHE
U YIUIOTHEHHUE TEYEHH, CaXapHbIH nuabeT. BripakeHHOCTh MUTMEHTAIMN 3aBUCHUT OT JaBHO-
cTH 3a0oneBanus. [ mnepnurMeHTaius Hauboee 3aMeTHa Ha OTKPBITBIX ydacTKax Tena (Jiuie,
pyKax), B IOAMBIIIEYHBIX BIAANHAX, B 00JIACTH MOJOBBIX OPIaHOB.

MeTonsbl uccie0BAHUS:

1. JlnarHo3 moarBepxaaeTcs BBICOKMM ypoBHeM ¢epputuHa (1o 2000-3000 mkr/i),

CBIBOPOTOYHOTO JKeJIe3a U caTypaliu TpaHcepprHa B KPOBH.

2. MarHutHo-pe30HaHCHas: ToMOorpadusi, BBISBISIONIAs TPH3HAKU IKCTPANICYCHOTHOTO-

reMocHIepo3a.

3. buoncus neyenu.

Iporuo3. HeGnaronpusiTHbIH.
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E. Bpoxkaennasi renepajmsopannas jgunoauctpodus (cmuapom bepapaunennn-
Ceiina — Berardinelli-Seip syndrome). Bcrpeyaercs ¢ wactotoit ot 1/12 MuH xurenei
no 1/200 000 (Jluan, Kuraii). Pacnpocrpanennocts B Poccun, crpanax Esponsl u CIIIA
He u3ydeHa. Hacnenyercs no ayTocoMHO-peLleCCUBHOMY THILY.

Iudgp no MKB-10: ESS.1.

IIaTorene3. ¥V Bcex OOJBHBIX C BPOXKJCHHON I'€HEPaIN30BaHHOHN JHMIIOTUCTPOdHEH
HapylIeHO OTJIOXKEHUE JKUPA B MOJKOXKHO-)KUPOBOW KJI€TYaTKE, BIJIOTh JO €ro IOJIHOIO
OTCYyTCTBHs. B pe3ynbrare ®up, MOCTYNAIMINUNA ¢ MUALIEH WK 00pa3yoIUics SHAOTCHHO,
OTKJIaJIBIBAETCS B TKAHSX, UMEIOLIUX O0JblIOoe MeTaboinyeckoe 3HaueHHe (MBIILIEYHON
u nedyeHu). MToroMm sBnseTcs pa3BUTHE BBIPAKEHHON PE3UCTEHTHOCTH K HHCYIUHY.
Kpome 3toro, ormedaercst runepTpurianiepuieMus, Beayuas K creaTo3y Me4eHHu U Lup-
po3y. CileacTBHEM LIUPPO3a U CTE€ATO3a ABJSETCS [I€UEHOYHAsI HEA0CTATOUHOCTD U JIETalb-
HBIH UCXOA. Y HEKOTOPBIX JeTel oTMedyaeTcs pa3BUTHE THIIEPTPOGUIeCKOi KapAHOMHOTIA-
tiu [56, 88].

Kaunuka. Benymumu npu3HakaMu SBISIOTCS OTCYTCTBHE )KHUPOBOW TKaHU (HA4H-
Hasg C POXIEHUS), JUIMHHbIE KOHEYHOCTH, aKpOMeTallns, BEICOKHH POCT, THIEPTPOdH-
qgecCKasg KapaAuOMHOIIaTH, I'CIaTOCIITICHOMEraliusd, pE3UCTCHTHOCTh K MHCYJIMHY, JUCIIN-
nuneMus (MOBBIICHUE YPOBHS TPUIVIMLEPUIOB U CHUIKECHUE JUMONPOTEHHOB BBICOKON
IJIOTHOCTH). BeTpedaroTes Taxkke 3aepikka yMCTBEHHOTO Pa3BUTHS, ITyMIOYHAsS TPBIKA,
TUIIEPTPHUXO03, KUCTHI B KOCTHON TKaHU, IPEXKAEBPEMEHHOE I10JI0BOE Pa3BUTHE Y AEBOUEK
(puc. 36, 37).

C

Puc. 36. BpoxaeHHas reHepaau30BaHHas TUIOAUCTPOdUs ¢ yaauHEHHBIM 10 0,48 cek.
nntepBasiom QT [56]
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Puc. 37. Hapymenne pa3Butust >)KUpOBOH TKaHH Y IETEH ¢ BPOXKICHHOMN
TeHEPaTM30BaHHOM TunogucTpodueii. MarHUTHO-pE30HAHCHAST KOMITbIOTEpHAs ToMorpadus
[56]. A, C, E — 3nopoBsiii pedbeHok; B, D, F — ¢ renepanu3oBaHHoit nunoguctpoueii

Metoab! ucciieoBanusi. B OnoXuMU4ecKOM aHaIM3€ KPOBU OTMEYAETCS BBIPAKEHHOE
MOBBIICHHE TPUIIUIIEPUAOB IPH HOPMAJIBHOM YPOBHE XOJECTEPHHA, HE3HAYHTEIHHOE HIIH
YMEpPEHHOE TOBBIIICHNE MHCYINHA. YPOBEHb IVIIOKO3HI B IpeAenax HOpMbl. DYHKINN MTOYKH
U DIIEKTPOJIUTHBIA 00MeH He cTpanarot. [Ipu nposenennu Y3U BoisiBiseTcs Ooiblasi IEYCHb
C MOBBILIEHHOM 3X0reHHOCThI0. Hepenko nmeeTcs crjaeHOMeranus.

IIpornos. HeGnaronpustHbIil.

K. Cunnpom 3esuiBerepa. OTHOCHTCS K TPYIITIe TeHETHYECKHX NETEPMHHHPOBAHHBIX
3a00NIeBaHMi, Ha3bIBAEMBIX NIEPOKCHCOMHBIMU OOJIE3HSAMH, IIPU KOTOPBIX CTPATAIOT Pa3BUTHE
TOJIOBHOTO MO3Ta U POCT MUEIMHOBOM OOOJIOUKHM, a >KUPOBAs TKaHb SBISCTCSA H30IATOPOM
HEPBHBIX BOJIOKOH. 3a00JIeBaHHE UMEET ayTOCOMHO-PELIECCUBHBIN TUN HacnenoBanus. CuH-
npom 3emnBerepa (Zellweger syndrome, wim nepedporenaropeHaabHbIi CHHIIPOM) SIBISIETCS
peakuM 3a00IeBaHuEeM, MAaHU(ECTUPYIOIINM ¢ poxaeHus [7, 12, 24].

MIngp no MKB-10: Q87.8.

IaTorenes. B ocHoBe cunapoma 3esuiBerepa JISKUT IeUIUT HITH OTCYTCTBHE IEPOKCH-
COM B KJIETKaX IE€UeHH, I0YEeK U Mo3ra. B pesynbTare reHeTHUECKUX HapyLIeHUH B-OKCHIa3bl
TIEPOKCHCOM HECIOCOOHBI PaCILEIUISATh JJTMHHOLICTIOYEYHBIC )KUPHBIE KUCIOTHL. DTO OJHO U3
ceMeiHBIX 3a00J1eBaHuil, TP KOTOPBIX UMEIOTCS HapyLICHHsI, Ha3bIBAEMbIC JICHKOAUCTPO(H-
eil. iMeroTcs Tpu BapraHTa HapylIeHHH OMoreHe3a MepOKCHCOM, OMH U3 KOTOPBIX MOTYYHIT
Ha3BaHHE CHHIpPOMa 3elIBerepa, BTOPOi — HEOHATAIBHOM aIpeHONICHKOIUCTPODUH, TPETHIA —
uH(paHTWIEHOM Oone3nn Refsum. JnuHHOIENIOUEUHBIE >KMPHbBIE KUCIOTH HAKAIIMBAIOTCS
B LICHTPAJILHOW HEPBHOI crcTeMe (B TOJIOBHOM U CIIMHHOM MO3TE), IEPOKCHCOMBI KJIETOK HE
MOTYT BOCIIPUHUMATh HEOOXOMUMBIE TIPOTEHUHBI JJIsI OCYIIECTBICHHS MPOIIECCOB OKUCICHUSL.

Knnnuka. [71aBHBIME NpU3HAKaMH CHHApPOMa 3eJUIBerepa SBISIOTCS TelaToMeralius,
BEICOKHH YpOBEHb XKele3a U MeH B IeprueprnuecKkoil KpOBHU, HapyIIeHHE 3pEHHMs, KaTapakTa,
PETHUHOMATHS U INIayKoMa. Y HEKOTOPBIX IETeH OTMEUArOTCs IpeHaTaIbHbIe HAPYILIEHUS POCTa.
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HenocpenctBenHo nocie poxaeHus BhISIBISETCS CHUKEHUE MBIILIEYHOTO TOHYCA, MaJbIi 1BU-
rareJbHbINH 00beM. B03M0XXKHO HEOOBITHOE CTPOCHUE JIUIIEBOTO Yepera, 3aIepKKa YMCTBEHHOTO
pa3BUTHSL, CYJOPOTH, HApYIIEHHE COCAHUS U IOTaHus. JloCTaTOYHO YacTO BCTPEUAOTCS JKell-
TyXa ¥ KEJIyJOYHO-KUIIEUHbIE KPOBOTeUeHHs. Hepenko nprcoennHsAI0TCs BTOPUUHBIE OCIIOXK-
HEHUs B BUJIe THEBMOHUH, Pa3BUTH TSDKENION JIbIXaTeNbHON HenocTtatouHocTH. OTMeuaercs
3a7eprKKa ICUXUIECKOTO M PU3NYECKOTO Pa3BUTHSL, IIOPOKU Pa3BUTHSA IIOYEK, CEPLa, HEIECHH.

Metonb! uccienoBanus. Ilosblenre o01EH jKeae30CBI3bIBAIOLIEH CIIOCOOHOCTH Chl-
BOPOTKH, YPOBHS CBIBOPOTOUHOTI'O JKeJIe3a, XKHUPHBIX U KEITUHBIX KUCIOT. XapaKTepHa MpsMas
rUnepouIupyOuHeMus.

Iporno3. HebnaronpustHeid. JleTanbHbI HCXOJ HACTYTIAET NPH SBJICHUSAX PECITHUPATOP-
HOTO JIUCTPECC-CUHIPOMA, JKEITyIOUHO-KUIIIEUYHBIX KPOBOTEUECHUH 1 ITEUCHOUYHON HEJJ0CTaTod-
HocTH. [IponomKNTETbHOCTD KU3HH, KaK IPaBUIIO, HE IPEBBIIIAET 6 MecsLEB.

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

Mngp no MKB-10: Q64-Q79.

IaTorene3. [Tatorenes MUL-Hanu3ma HensBecTeH. CUMTAETCS, YTO MPU 3TOM 3a00JeBa-
HHUHU HapyllaeTcs CUHTe3 OeNka, B CTPyKTypy koTtoporo Bxogut uuHk (TRIM37 protein).

Kaunuka. {ns nereit ¢ MUL-HaHH3MOM XapaKTepHO OTCTaBaHHE B pocTe Ooiee yeM
Ha 2,5 0. B xinMHMuYecKoi KapTHHE OOpalarT Ha ceOs BHUMaHHUE OCOOCHHOCTH CTPOCHHS
muua: ckadouedanus, TpeyroipHas GopMa Jula, MUPOKUHA U BBICOKUM JI00, HU3Kas Iepe-
Hocwuia (38). Koneanoctu Tonkue, okono 96% nereil IMeroT BEICOKHIA Tosioc. [ enaromeranwst
orMmeuaercs y 45% maiueHToB.

B HeoHnaranbHOM nepuoje Oonee Tpetu aetei uMmeroT npusHaku PIC-cunapoma, GyHK-
[IMOHAIbHBIE HAPYIICHHS KETyITOYHO-KUILIEYHOTO TPAKTa. YKe C Meproa HOBOPOKACHHOCTH
BBISIBIISICTCSL 3afepikka (usmueckoro pasButus (Oomee 96% HoBopoxaeHHBIX). bonee 50%
GOJIBHBIX Ha IEPBOM FOJY XKU3HH CTPAJAIOT YaCThIMU PECIUPATOPHBIMU 3a00I€BaHUAMH, UME-
FOT MBIIICYHYIO THITOTOHHIO. Y 16% neTeil BBIABISETCS MaTOJIOTHS CepALA, TEPHKAPINT.

Kaxk npaBuio, y Bcex O0IBHBIX 0OHApPYKUBAIOT H3MEHEHHS CO CTOPOHBI KOCTHOM TKAaHHM:
MOSICHUYHBIH JIOP/103, TOHKKE U JUIMHHBIE KOCTH, BBIPAKCHHBIH 3aThUIOUHBIN Oyrop, THIepTe-
JIOpH3M, HI3KO PacHoNIOKEHHOE HENTy0OKOe TypeIKoe CeIo, TPpyIHas KIeTKa C pa3BepHYyTOM
HIDKHEH anepTypoii 1 TOHKUMH pedpamu (puc. 39, 40).

Puc. 38. Buemnuii Bua pedbenka ¢ MUL-naam3mom [37]
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Puc. 39. 3menenus Tpyduarsix kocteit y pedenka ¢ MUL-nanm3Mom [37]

Puc. 40. OcobeHHOCTH CBOJIA Uepera M U3MEHEHUs TYPELKOTO cefiia y peOeHka
¢ MUL-nanm3mom [37]

MeToab! uccienoBanus. [narno3 CTaBUTCS HA OCHOBAHHHU XapaKTEPHBIX BHEIIHUX IPH-
3HAKOB, JaHHBIX PEHTTEHOJIOTHUECKOTO HCCIEJOBAHUS.

Mporno3. OtHocurensHo OnaronpuatHbld. Y 7-8% OONBHBIX BO3MOXKHO pa3BUTHE
OIlyXOJH He4YeHH, MeHee 5% aeTell MMEIOT HeJOCTaTOYHOCTh KPOBOOOPAIIEHUS BCIEACTBHE
TIepUKAPINTA.

H. Cunapom bexBura—Bunemana. Bectpewyaercs Takke o Ha3BaHUEM HEPCUCTHPYIO-
1ast HeOHATAIbHAs TUTTOTIIMKEMHSL.

HIugp no MKB-10: Q89.8.

Matorenes. [Ipu cunapome bekpura-Bunemana oOHapyKHUBAIOT CTPYKTYPHBIC U (YHK-
[IMOHAJIEHBIE aHOMAJIMH KPUTHIECKOTO paiioHa KOPOTKOTo Tuieda xpomocomsl 11 [3, 7].

TsoxecTb 3ab0neBaHus 00yCIIOBIEHAa IEPCUCTUPYIOLIECH TUIOIIMKEMUEH B pe3ynbTare
M30BITOYHON CEKPELH HHCYINHA.

Kuaunuka. HoBoposkieHHbICe HMEIOT O0JIBIINYI0 Maccy (Kak rmpaBwuiio, 6onee 4 kr). Hapsiny
C rernaroMerajgneld HaONIOAAIOTCSl YBEIMUYCHHE JPYTMX BHYTPEHHUX OPraHoB — IOYEK, MO-
JKETYAOUHOM JKeJIe3bl, MATKH, MOYEBOTO My3bIPsl, BUJIOUKOBOH YKeJIe3bl, MAKPOTJIOCCHS, TPhDKA
MyTIOYHOTO KaHATHUKA, TOPU3OHTAIIbHBIE HACCUKH Ha MOYKAaX YIIHBIX pakoBHH. J{i1s OONIBHBIX
XapakTepHa OTHOcUTeIbHast Mukponedanus. Hepenko oTMedaroTcss Cynoporu Kak pesysisrar
THITOTJIMKEMUH.
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MeToap! uccaeT0BAHNUS:

1 Menuko-reHeTH4YeCKHe.

2.KOoHTpOIIb 32 YpOBHEM IIIOKO3BI B KPOBH: OTMEYAETCS IEPCUCTUPYIOIIAst THITOTITAKEMHUSL.
IIporuno3. OTHOCUTENHHO OJIATOTIPHUSTHBIN.

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

MIugp no MKB-10: E88.1.

IMaTorene3s. 3a0oneBaHue CBI3aHHO C M30BITKOM JIMIIONPOTEHIIOB B IUIa3Me BCIIEICTBHE
YCUIJIEHHS UX CHHTE3a B IIEUSHU. XapaKTepHO MacCHBHOE OOIUTEpUpYIOLIee MOopakeHHe KOpo-
HapHBIX COCYAOB, aOPThl, COHHBIX U IMOAB3JOMIHBIX apTepm‘/'l.

Knunuka. OObIYHO pa3BUBAETCSI OKUPEHHE, XapaKTepHa BBIPAXKEHHAs! KUPOBas IPoO-
cloiiKa Ha nune ¥ Ha mee. [louT Beeraa nansnupyeTcs IUIOTHAS, C TYIBIM KpaeM IeYeHb.

Mertoas! uccienoBanus. [1oBbiIeH ypoBeHb TPUIIUIEPUI0B, MOYEBOIl KUCIIOTHI, XOJIECTe-
pUHA, THMOJIOBOH IIPOOBI, TPaHCAMUHA3 B CBIBOPOTKE KpoBH. HapylieHa TonepaHTHOCTB K [ITIOKO3€.

IIporuo3. braronpusaTHEIA.

JI. Cemeiinasi xuioMuKpoHeMus (runepjaunonporendemus I runa). Mimeer ayrocom-
HO-PELECCUBHBIN THIT HacaeqoBaHus [3, 7].

MIugp no MKB-10: E78.3.

IMarorenes. XapaxkrepusyeTcst HapyIICHUEM Pa3pyIICHUS TPUDIHLEPHUIOB, BXOAAIMX B CO-
CTaB XMJIOMHKPOHOB M KJIMPEHCA XMJIOMHUKPOHOB U3 KPOBH. BoJbHBIE ABISAIOTCS TOMO3UTOTaMH 110
MyTaluH, OPESTCTBYIOLIEH HOPMATIbHOM SKCIIPECCHU aKTHBHOCTH JIMMIONpOTerHIHa3sl. [lepuuy-
HBII TeHETHYECKUH Te(eKT 3aTparuBaet, Mo-BUANMOMY, CaMy CTPYKTYpY (epMeHTa: KOJIUYEeCTBO
aKTHUBATOPA JIMIONPOTeUHIUNa3hl — nonporenna C-1I — He u3meHeHo. Popurenu 00IbHOTO SBISAIOT-
Cs1 0OUraTHBIMU T€TEPO3UTOTAMH 10 Je(EKTY TUMONPOTEHHINIA3BL, OZHAKO C KIMHUYECKON TOUKU
3peHHs OHU 3/10pOBBL. B pesynbrare HeJOCTaTOYHOCTH JIMIIONPOTEHHINNA3b! Y TOMO3UIOT XUJIOMU-
KPOHBI HE MOTYT HOPMAJIEHO METa0OIM3HPOBATECS, TI0ITOMY MOCIIE TIpUeMa )XHUPHOH MUK UX YPO-
BEHb 3aMETHO MOBBIIIAETCs. ECiM y 310p0BOro 4enoBeka XMUIOMHKPOHBI HCUE3at0T U3 KPOBHU YEpe3
12 4yacoB nociie efipl, T0 y O0JBHOTO UX BHICOKHH YPOBEHb COXPAHSETCS U Yepe3 HECKOIBKO CYTOK,
Ha (oHe ronopanHus WK norpedieHus odedxupeHHol numu. Conepkaluecs B KPOBU XUIOMU-
KPOHBI, IPOXOZA Yepe3 KaMIIAPBI MOKEIYA0YHOM JKele3bl, BBI3bIBAIOT €€ BocHajeHue. B mpo-
CBETE KaILIIPOB HA HHUX JCHWCTBYIOT HEOObBIINE KOMMIECTBA JIMIA3bl, MPOCTYMAIONIEH U3 TKaHH
JKenessl. B pesysnbprare 4acTHYHOrO IHAPONM3A TPUNIULEPHUIOB B HOCOHONUITHIOB XUIOMUKPOHOB
00pa3syloTcsi TOKCHYHbIE IPOAYKTHI, B TOM YHCIIE JKUPHBIE KMCIOTHI M TU30IEUUTHH, Pa3pyLIatolie
TKaHEBbIe MEMOPAHBI, B CBA3H C UEM yCHIUBAETCS BHICBOOOXKCHUE JIMIIA3bI U3 ALMHAPHBIX KIETOK
HOKETYI0YHOM JKEJIE3bl, YTO IPHBOAUT K Pa3BUTHIO OCTPOTO IPHUCTYIIA TAHKPEaTHTA.

Knunuka. O6buHO 3a00n€eBaHNe MPOSBIAETCA B JETCTBE, HAUUMHAS C HEOHATaIbHOTO
neprona. XapakTepHbl KCAaHTOMBI, TeNaTo- U CIDICHOMETalHs, C1aboCTh, PUCTYIIO00pa3HbIE
6omu B s)xuBOTE. OTMEUAIOTCS TOITHOTA M PBOTA. OCHOBHBIM OCJIOKHEHHEM OOJIE3HU SIBIISETCS
peLeAUBUPYIOIIUI TAHKPEATUT.

Mertoasb! ucciienopanus. [IoBbIIIEHB] yPOBHU TPUIIMLEPUIOB, XOIECTEPUHA B CHIBOPOT-
ke KpoBU. CBIBOPOTKA KPOBU MMEET MOJIOUHO-MYTHBIH IBET. BhIABIAETCS CHUKEHUE AKTHB-
HOCTH JIMTIONPOTEUHITUITA3bI.

IIporuo3. braronpusaTHEIA.
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4.4. IlapaszutapHble 3a00/1eBaHUsI KAK NPHYNHA TenaToMerajaumn

PasBuBaromascs MHAYCTpUs TypH3Ma IO3BOJSAET HE TOJIBKO PACHIMPUTE KPyro3op M Mpo-
BECTH He3a0bIBacMblii OT/BIX B PaHEE MaJIO IOCELIAEMbIX CTPaHaX, HO U, K COXKAJICHUIO, UIMETh
Cepbe3HbIE MOCIEACTBHS. B mepByio ouepenp 3T0 BO3MOKHOCTh HHDUIIMPOBAHUS Mapa3uTap-
HBIMH MHQEKIUSIMH, KOTOPbIE MPEXIe BCTPEUAIUCh HA TEPPUTOPHH CTPAHBI KpailHe peako
WM He BCTpedaauch BooOIme. [puunHamu remaTroMeraiud MOTyT OBITh TPONIMYECKas Majs-
pust (B IEPBYIO OYEpelb y JIML], NOCETUBIIUX 3HAEMUYHbIE pailoHbl), OOpEIIN03 U TeIbMUH-
TO3bl. CpeAn MHOXECTBA TeIbMUHTOB Mapa3sUTHPOBATh B IeNaToOMINApHOM cHCTEME MOTYT
HECKOJIBKO BHJIOB.

4.4.1. 'eIbMUHTO3BI reNaTOOUIMAPHON CHCTEMBI:

* OnucTopxos;

o dacnuones (TPOIUKU U CYOTPOIHKH);

* Kionopxo3 (bacceita pexu Amyp);

 IlIucrocomossl (Adpuka, FOxHast Amepuka, FOro-Boctounas Azus);

 Temarukone3 (BeI3bIBaeTcsi HeMaTonoi Hepaticola hepatica, renbMHUHTO3 TPBI3yHOB);

» Kanmmsipros.

KinHndeckue MmposBICHHUS TeJIbMHUHTO30B IeMaToOMINAPHON CHCTEMBI HMEIOT 00-
IIME YEePTHI:

¢ CHIKEHHE aIllleTHTa,

* bonu B xKuBOTE,

¢ TomHoTa,

* PBora,

» AHopexkcus,

 IloTeps maccel,

 Jluxopajka,

* CunzapoM ManpadbcopOImu, AUCcON03 KUILIEYHNKA,

* OrcraBaHHE B yMCTBEHHOM U (PU3MYECKOM Pa3BUTHH,

* Puck pa3surus TyGepkynesa,

» KanneporenHnoe nencrsue,

e Temarwur,

* DosuHOdUIUA.

B kauecTBe WILTIOCTpAMH TeIbBMUHTO3a reNaTo0MINapHON CHCTEMBI TPUBOANM BBIIIHCKY
W3 UCTOPUH OOJIE3HU.

Kiannnyeckuii npumep Ned. Boimucka u3 ucropuu 6onesnu pedenka A., Bo3pacT 2,5 roza.

B teuenue 5 mecsues (aBrycr—aekadps 2011 roga) orMedanuch Kamiesib, NepUOAHICCKHI
BO3HUKaOIMH cyOdebpumiuteT, 601U B KUBOTE, c1ab0cTh. OTMEUYEHBI 3MU30/bl OPOHX000-
CTPYKTHBHOTO cHHIpoMa. B 00miem aHann3e KpoBH 110 MECTY JKUTEIbCTBA (IPOBENICH BIIEPBLIS
B KoHIle HOs10pst 2011) BeIsIBICHBI NeikoruTo3 (29 x 109/m), s03unodmmust (55%), yckopeHHas
COD (26 mm/4ac). Hanpasnen 8 HUM napasuTonoruu uist o0cie0BaHus HAa TKAHEBOW Tejlb-
munTO3. [Tpn o6cnenosanun B HUU napa3uTonoruu B KpOBYU BBISIBICH BRICOKHI TUTP aHTUTEI
K Tokcokapam (1/3200 ot 1.12.2011), muerst asamoOmuii (3.12.2011). Bein Ha3HaueH HEMO3011
10 mr/kr — 10 gHe#, 3upTek 5 Kam X 2 pa3a B CYTKH (YTPOM H BEUEPOM).
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Jns nponomxenus nedenus 5.12.2011 noctynun B neauarpudeckoe otaenenue TATD. Ipu
HOCTYIUIEHUM OTMEUYAJIOCh BBIPAKEHHOE YBEJIMUEHUE JKUBOTA, IemaTtocIuieHoMeranus (puc. 41).

Yabrpa3zBykoBoe uccienosanue (npog. M.U. IIsixos, PMAIIO, 10.01.12)

IleyeHb 3HAUUTENIBLHO yBENUYEHA, CPEAHEH 3XOI€HHOCTH, HEOAHOPOIHAS 110 CTPYKTYpE,
00IIBIIIOE KOMMYECTBO THIIO3XOTCHHBIX BKITIOUCHHH HEMTPaBUITEHOH (JOPMBI C Pa3MBITBIMH KOH-
Typamu, fuaMeTpoM 10 7 MM. JKeTuHsIit my3sIps qeopMHpOBaH, cTeHKH 10 4 MM. B BopoTtax
TIeYeHH MHOTO YBEIMUCHHBIX TMM(OY3T0B 10 25 MM B AMaMeTpe.

Puc. 41. Buemnuii Bux pedbenka A. J{uarnos: Tokcokapos. JIamMO1o3.
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Puc. 42. JTunamuka ypoBHst 503MHO(UIIOB (10 JieueHHs U Ha (DOHE AaHTUTEIILMUHTHOM
Tepanun) y pedenka A., 2012 (TAT'B)

A. Onucropxo3. Be3biBaeTcs cuOupckod (Komlaubeil) MBYYCTKOHM, Mapa3HUTUPYOIIEH
BO BHYTPHUIICUCHOYHBIX KCJIYHBIX ITPOTOKAX, KCJIYHOM ITY3bIPpE U IMPOTOKAX HO}I)KCJ'Iy}IO‘{HOﬁ
xKenessl [75].

i

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

Iarorenes. B matoreHese onmucTOpX03a MMEIOT 3HAYE€HHE MEXaHHYECKHE, TOKCHKO-al-
Jepruyeckue, HeHporeHHsle U OakTepuanbHble GakTopbl. JInmunHKN onuctopxucos (puc. 43)
IPH IOCTYIUIEHUHU CO CheAeHHON phI0Oi (KapIOBBIX IIOPOA) B KUILICYHUK YETOBEKA BEIXOAAT U3
OKPY’KaIOIMX UX 000JI0UEK U MO 00LIEMY JKETYHOMY U ITAHKPEaTUueCKOMY IIPOTOKaM IPOHU-
KaloT B [I€YEHb, XKEJIYHBIN ITy3bIph U MOPKEIYJOUHYIO XKeJe3y, IIe Yyepe3 2 HeAeNU JOCTUTaloT
II0JI0BOH 3peIoCTH, a 4epe3 MeCsIIl HAUMHAIOT OTKJIAABIBATh siiina. OCHOBHYIO pOJb B IaTOTEHE-
3€ OIMCTOPX03a UIPAlOT AJUIEPIUYECKUe PeaKlUy, KOTOPbIE BOSHUKAIOT B PE3YJIbTaTe BhLIEIC-
HUSI FeIbMUHTaMU NIPOJYKTOB UX 0OMEHA BEIECTB; MEXaHUIECKOEe BO3/IeiiCTBIE T€IbMUHTOB,
KOTOPOE MPOSIBISIETCS IOBPEKACHUEM CTEHOK JKETUHBIX U MAHKPEATHIECKUX IIPOTOKOB, HKeId-
HOT'O I1y3bIps IPUCOCKAMHU U IIMITUKAMU, IOKPBIBAIOLIMMY IIOBEPXHOCTD TeJla FeIbMHUHTA [75].
CxoIureHne mapa3suToB 0OyCIOBIMBAET 3aMEUICHHAE TOKA JKETIH M CEKPeTa IOMKETyI0THOH
AKeNe3bl. 3a cueT HepBHO-Pe(hIEKTOPHBIX BIHSIHHI, TOCPEACTBOM PA3APAKCHUS TeIbMUHTAMHI
HEPBHBIX JMIEMEHTOB IIPOTOKOB, BO3HUKAIOT MATOJIOTHYECKHE HEPBHBIE MMITYIbCHI, TIepeIato-
muecs Ha XKeNyJoK U JIBeHaJUATUIIEPCTHYIO KUIIKY. [Ipn Hanuany AuCKUHE3WH OMINapHOTO
TPaKTa B KEMUEBBIBOMAIINX ITyTAX CKAIUIMBAIOTCS TAPa3HTHI, SHIA, KIETKH CIYIEHHOTO SIH-
TEJHs, BIJIOTh JO BPEMEHHOTO HIIH IOJHOTO MPEKPAIIECHUS TOKA JKeTYH. DTO CIOCOOCTBYET
HPHCOETMHEHUIO BTOPHIHON HH(EKIUHU B )KEITUHBIX My TsaX. Hepenko pazBuBaeTcs xkene3nucras
nponudepanus MUTENNS KETUHBIX U HAHKPEaTHIECKUX IPOTOKOB, KOTOPYIO CIIEyeT paccMa-
TPUBATh KaK IPEJPaKOBOE COCTOSIHUE.

Knunuka. MHKyOauoHHbBIH HepHoOA NP ONMUCTOpX03€ Ipoaoinkaercs 2-4 Henenu. B
paHHel (a3e OmMCTOPX03a MOI'YT ObITh MOBBIIIEHHE TEMIIEPATYypPhl Tena, OO0IM B MBIIIIAX
U CyCTaBax, pBOTa, MIOHOC, OOJE3HEHHOCTh U yBEIMYEHUE IedeHU. MHorna yBenuyuBaeT-
Csl U CeJIe3EHKA, MOSBISIOTCS aJUIEpPrUUeCKUE BBICHINAHUS Ha Koxke. B nmoznHel dase omu-
CTOpX03a ITTaBHOM xa000# OONBHBIX ABIIAIOTCSA OONH B SIHUTACTPUH U IPABOM Hozxpedepse.
Y MHOTHX OONBHBIX OHH HUPPAAMUPYIOT B CIHHY, a HHOIJA B JIeBoe moapedepbe. Hepemko
0011 000CTPSIOTCS B BHJIE IPHCTYIIOB KEITYHON KONUKH. YacTo BO3HHKAIOT TOJIOBOKPYXKeE-
HUSI, TOJIOBHBIE OOIIH, TUCHENTHYECKNe paccTpoiicTBa. HekoTopble OONBHBIE yKAa3hIBAIOT Ha
0eCCOHHUITY, YaCTYI0 CMEHY HACTPOCHHS, OBBIIICHHYIO Pa3ApaKUTENHOCTE. Temmeparypa
Tena cyodeOpuabHas WM HopMasibHas. [ledyeHb yacTo yBeiauueHa W ymiaoTHeHa. OOBIYHO
nMeeTcs paBHOMEPHOE YBEIHMUYCHHE OPraHa, HO Y OTAENBHBIX OONBHBIX HPEHMYIIECTBEHHO
YBEINYMBACTCS €ro TpaBas uian jeBast pond. QyHKuM medeHn (OeIKOBO-CHHTETHUYECKas,
NUIMEHTHasA, aHTUTOKCHYECKas) IPH HEOCIOKHEHHOM ONMCTOPX03€ HOPMaJIbHBIE MM He-
3HAUUTEIbHO HAPYIICHEI.

Metoab! ucciaenoBanus. IToBBIIIEHB! YPOBHU 02-IIOOYIMHOB, Y-IIOOYIMHOB, AJAT,
meno4Has pocdarassl. [TokazaHo yabTpa3ByKOBOE UCCIIEOBAHUE.

IIporno3. baaronpusATHLIHA.

B. ®acunones. BrzpiBaercs Fasciola hepatica.

HIugp no MKB-10: B66.3.

Marorene3. McrounnkamMu MHQEKIUN SBISIOTCA MIIEKOINMTAIONIME, TaKHE KaK KO3bI,
OBIIBI M KPYNHBIN porareiii ckoT. Fasciola hepatica mapasutupyeT B MeUeHH H JKSTIHOM ITy-
3bIpe. JInunuku dacuunod (puc. 44), nonasiike ¢ MUIIEH UM BOJOH B XKETYIOYHO-KUIIICUHbIH
TPAaKT, MPOHHUKAIOT B JKEITYECBLIBOIAIIYIO CHCTEMY, a HHOTAA M B APYrHe TKaHH. Bo3MOXHO,
9Ta MHTPANUs OCYIIECTBISIETCS TeMAaTOTeHHBIM MyTeM. JIMYMHKH, BHEAPSSCh B KPOBEHOC-
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HYIO CUCTEMY BOPOTHOH BEHBI, Uepe3 OpIOIINHY NIPOHHUKAIOT B MOJOCTh )KUBOTA, MUTPUPYIOT
B IIE€YEHB 1 Yepe3 INIMCCOHOBY KaIlCyNly IPOHHUKAIOT B IEYCHOUHYIO ITAPEHXUMY, 3aTEM B JKeId-
HbIC TIPOTOKH, TJIe uepe3 3-4 Mecsia 3aKaHIMBaeTCs MMOJIOBOM IUKJI MX pa3BuTHsA. B nporecce
MUTpAIMX MOJIOJIBIC U B3pOCIbIe (hACIHONIbI HAHOCAT MEXaHHUECKUE MOBPEKICHHUS TKAHIM,
a MHOT/Ia MOTYT BbI3BaTh MOJIHYI MEXaHUYECKYIO 3aKYNOPKY )KETYHOro mpotoka. [TpomyKTsl
MeTabou3Ma relIbMHUHTa 00YCIIOBIMBAIOT TOKCUKO-AJUIEPTUYECKUE PEAKIMH, KOTOPbIe Hau-
OoJiee OTYETIIMBO MPOSIBIISIOTCS B PaHHEM IIepuozie pa3BUTHs Oosie3HU. TokcuKko-aiepruye-
CKHE PEaKIiU BBI3BIBAIOT Pa3IpakeHUs HEPBHBIX OKOHYAHUH XKEITIHBIX XOA0B, UTO MIPUBOIUT
K BO3HHKHOBEHHIO BHCIIEPO-BUCIIEPATILHBIX PE(IICKCOB, BIUAIONINX HA (YHKIHOHAIBHOE CO-
CTOSTHHE JKEJTYIOYHO-KHILIEUHOTO TPAKTa W MOJKEIYIOYHOH Kene3bl. Hapyienus HopMaib-
HOI71 I_II/IpKy.]'[HL[I/II/I JKeJdu 110 l'lpOTOKaM CO31ar0T 6ﬂaFOHpPIHTHBI€ ch'lOBI/Iﬂ JJIsI BOBHUKHOBC-
HUS BTOpUYHOH MH]eKknu. B nmapeHxuMe rnedeHn HHOT/Ia 0OHAPYKUBAKOTCS MUKPOHEKPO3bI
u MuKpoabcuecchl. B Oosnee mo3nHem nepruoae 001e3HH BO3HUKAIOT PAaCHIMPEHUE MIPOCBETa
MIPOTOKA, YTOJIEHHE CTEHOK U aJIeHOMaTO3HOE pa3pacTaHUe AIIUTENHUS KEIYHbIX IPOTOKOB,
WHOT/A PAa3BUBAETCS THOMHBIN aHTHOXOJIAHTHT.

Puc. 44. Ileuenounas dacuuona Slita pacuuorst

Kaunuka. VHKyOanvoHHBIM nepuon mnpu ¢acuuosese mpomoipkaerces 1-8 Hemens.
3a0osieBaHNEe HAYMHACTCS C TTOSIBIICHUS CITA00CTH, HEOMOTAHUS, TOJIOBHOM OOJIH, TTIOHKCHHUSI
amnmeTnTa, 3yz1a Koku. Temmeparypa Tena MoxkeT HoBEICUThCs 10 39-40°C. B a3ToT MOMEHT Mo-
JKET TIOSIBUTHCS KPAalMBHHLA, CYOUKTEPUYHOCTh CKJIEp. XapaKTepHb! O0IH B SIIUIacTpaIbHON
o0bacTy, B mpaBoM nozapedepre, TOIHOTA U PBOTA. YBEIMUUBAIOTCS pa3Mepsl edeHu. [1o xon-
CTHUCTEHIIMU OHA CTAHOBUTCS IIOTHOW M O0JIE3HEHHOW NpH majbnanny. Yame yBenmauBaeTcs
JeBasi 10Js M€UEHHU, YTO IPUBOIUT K HAOyXaHMIO SIMIracTpalbHoi obnactu. bonu B obnactu
TIEYEHH HOCST MPUCTYNooOpa3Hblii Xapakrep. [locie mpekpaiieHus 0osell pasMepsl MeueHH
HECKOJIBKO cokpamiatoTcs. Celle3eHKa yBelIM4MBaeTCsl pefko. Temmeparypa Tena MOCTENeH-
HO CHIDKAeTCs 10 HOPMaJIbHOH, 3a00/IeBaHNe MEepPEeXOJUT B XPOHHIECKyIo (dopmy. [Ipn sTom
BEIYIIMMH KIMHUYECKHMH TIPOSIBICHHSIMH CTaHOBATCS JUCHENICHYECKHE CHMITOMBI: 0omn
B 3IIUracTpaibHON 001acTH, KOTOpBIE Yallle UMEIOIIe IPUCTYI000pa3Hblil XapaKTep, CHIKeE-
HUE alleTUTa, B3IyTHE )KUBOTA, YpUaHHE.

[pu mmTensHOM TeueHUH 0O0JIE3HH OTMEUAIOTCS CTOWKAs AUapesi, MaKpoLUTapHas aHe-
MHUSl, TENaTUT U BbIpaXEeHHOE ucToleHue. [1o31Hss fnarnocTuka U OTCYTCTBHE TEPallMy MO-
TYT IIPUBECTH K JIETAIFHOMY HCXOAY. 3a00/eBaHIe MOKET IPOTEKATh B JIETKOH, CpeAHETsHKe-
no# u Tskenoit popmax. [Ipu HanUYMK aHOPEKCHH, TOIIHOTHI, PBOTHI U TIOTEPH MACChl MOXKET
OBITH OIIMOOYHO MOCTABJICH JMATHO3 XOIAHTHOIICILTIONIAPHON KapIUuHOMBI [60].
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Mertoasbl uccIe0BAHUS:

* OOHapy)keHHe SHUI] ITapa3uTa B QeKaIusix U JyOIeHaIbHOM COAEPKIMOM.

* DHIOCKONMYECKas PETPOrpagHas XOJaHTHONAHKpeaTorpadus, IO3BOJSIOMAs BbI-
SIBUTh XapaKTepHbIC U3MEHEHNUS EUEHH U JKEITYHBIX MyTeH U UCKITIOUUTh KapLIHHOMY.

IIporuo3. braronpusTHeINA TPH CBOEBPEMEHHOM JICYCHHH.

B. Tokcokapo3. Bei3biBaeTcsi TOKCOKapoii (codaubeil nitn Koraubeit).
udp no MKB-10: B83.0.

Puc. 45. Siina Toxcokap Toxcokapa

ITaTorenes. [IporioueHHbIe INUNHKH, IEHETPUPYIOIINE KUIIEUHYIO CTCHKY, Pa3HOCATCA
C TOKOM KpPOBH TIO BCEM OpraHaM. B TKaHSX BBI3BIBAIOT BOCIIAIUTEIBHYIO IPaHyIeMaTO3HYIO
peakuuto [75]. MHdunuposanue desoBeka MPOUCXOOUT HMPHU MPONIATHIBAHUY SIUI[ TOKCOKAP
(puc. 45). B npokcHMaNbHOM OT/IesIe TOHKOM KHUIIKH U3 SUI] BBIXOIAT INYUHKHU, KOTOPBIE Yyepe3
CJIU3HCTYIO 000JIOUKY INPOHHKAIOT B KPOBOTOK, 3aT€M 3aHOCATCS B II€UE€Hb U MPaBYIO I0JIO-
BUHY cepaua. [lomas B JIErOYHYIO apTepHIO, TMYHMHKA MTPOJOJDKAIOT MHTPALIUIO U MIEPEXOIST
U3 KalWUIAPOB B JIETOYHYIO BEHY, IOCTHIAIOT JIEBBIX OTAENOB CEplla U 3aTeM Pa3sHOCITCS
apTepHabHOM KPOBBIO IO OpPraHaM U TKaHsM. L{UpKyimupys o cocyaucToi cucteMe, OHU J10-
CTUTAIOT MECT, Ille JUaMeTp COCyla He MO3BOJIIET ABUTATHCS UM Jalibllie (AUaMeTp JIMYUH-
xu 0,02 MM). 3n€Ch OHM OKUAAIOT COCYUCTOE PYCIIO, BHEAPSACH B OKpYXKarolye TKaHu. JIu-
YUHKH TOKCOKap OCENAaloT B IEUEHH, JIETKUX, CEpALE, IOUKax, MOMKETyI04HOH XKenese, ro-
JIOBHOM MO3Te, IJTa3aX U JAPYTUX OpraHax U TKAaHSIX, COXPaHss KU3HECITIOCOOHOCTh B TEUCHHUE
MeCSALEB U JIeT, IPeObIBas B «IPEeMIIIOIEM» COCTOSHUU. YacTb U3 HUX MOXKET BHOBb aKTHUBH-
3HPOBATHCS M BHOBD MTPOIOJDKUTH MUTPALIHIO, IpyTast YaCTh HHKAIICYJIUPYETCS U IOCTETIEHHO
paspylaeTcsi BHyTPHU KaIlCyJIbl.

Murpupyst B OpraHu3Me YelioBeKa, IMYUHKUA TPAaBMHUPYIOT TKaHH, OCTaBIISII TeMOPPATuH,
HEKpO3bl, BOCHANIUTEIbHUE U3MEHEHUs. Benymas poib B pa3BUTUM UMMYHOJIOTHUECKUX U
MMMYHOIIATOJIOTUUECKIX PEaKUid MPHUHAUISKUT CEHCHOWIN3AIlMA OpraHH3Ma aHTUTCHAMH
TOKCOKap. JIIsl TOKCOKapo3a XapaKTepHBIM SIBISIETCSI 00pa3oBaHUE IPaHylIeM B IEUEHH, JIeT-
KHX, & TaKKe MOMKETYI0UHOH Kene3e, MUOKap/le, Me3eHTepHAIbHBIX IMM(aTHIeCKUX y37ax,
roJ0BHOM Mosre. Mx ¢opMHupoBaHHE MPOUCXOMUT 32 CUET MEXaHU3MOB aJUIEPTUUECKOH pe-
aKIMU 3aMeIEHHOro THma. [IpormoYeHHble THYMHKY, TCHETPUPYIONINE KUIIEYHYIO CTCHKY,
Pa3HOCSTCS ¢ TOKOM KPOBU 110 BCEM OpraHaM.

Knnnuka. BucuepaibHbIi TOKCOKapO3 YacTo MPOSIBISIETCS PELHANBUPYIOLIEH JTHXOpa-
KOl Ha MPOTSHKEHUU HECKOJIBKUX HEZeNb U JaXke MecALEeB, IIPH 3TOM TeMIlepaTrypa Jaiie cyo-
(bebpuipHas, pexe — GedpuiabHas. Habmonaercs: yBenmuueHne OTAETbHBIX JTIUM(ATHIECKUX
Y3JI0B, HEPE/IKO MPUCYTCTBYET TOTalbHAs TUMdaaeHonaTus. Y OOJIBIIMHCTBA OOJBHBIX BUC-
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LepaIbHbIM TOKCOKapO30M HAOMIIONAETCs MOPa)KCHUE JIETKUX B BUJE OPOHXUTOB U OPOHXOII-
HEBMOHUI. B HEKOTOPBIX Cllyuyasx MOXKET pa3BUTbCS OpOHXUANIbHAS aCTMA. Y TPETH MallUeH-
TOB 3a00JI€BAHIE COMPOBOKAACTCS PEIUINBUPYIOIIMH 3PHTEMATO3HBIMA HIIH yPTHKAPHBIMU
BBICBIIIAHUAMH Ha KOKe. B OTIENBHBIX CIy4asX TOKCOKAapo3 NPOTEKAET C pa3BUTHEM MHOKap-
JMTa, NaHkpearuTa. [lopaxkeHue LIEHTpaIbHON HEPBHOW cuCTeMbl HaOIOgaeTCcs IpH MHUIpa-
LIUY TMYUHOK TOKCOKAp B TOJIOBHOM MO3I U MPOSABIAETCA SMUICNTUGOPMHBIMU IPUNAAKAMHU,
nape3aMu U NapaindyaMu.

MeToabl HcCIeI0BAHMS:

1. Onpeznenenue TUTPa aHTUTET K TOKCOKapaM.

2. B o0mieM aHanu3e KpoBU XapaKTepHBI 303MHOGUINS, IEHKOIIUTO3.

3. buoxuMmIdeckuii aHaIM3 KPOBH: THIIEP-TaMMAaTIIO0YTHHEMIIS.

4. Y31.

IIporxo3. braronpusaTHeI npy crienupUIecKOr Tepanuu

TI. 3XHHOKOKKO3. BrI3bIBaeTcs IEHTOYHBIMU YCPBIAMU.
ugp no MKB-10: B67.8.

]
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Puc. 46. Bo3Oyaurenb 5XMHOKOKKa  Sliflia 5XMHOKOKKa

IaTorene3s. B jxeiny0uHO-KUIIIEYHOM TPAKTE YejOBeKa OHKOcheps! (siflia) 3XMHOKOKKA
(puc. 46) 0cBOGOXKIAIOTCS OT OOOJIOYKH, & BBIICIUBIINECS TMINHKA BHEIPSIOTCS B ME3€HTE-
pHaIbHbIE KPOBEHOCHBIE COCY/IBI M PA3HOCITCS TOKOM KpOBH. Bosbiliast 4acTh TMYMHOK 3a1ep-
JKHBACTCS B IICYCHH, YACTh U3 HHUX IOMAACT B JIETKHE (Yepe3 Majblil KPYT KPOBOOOPAIICHHS).
HesnauuTenbHast 4aCTh MPOHUKACT B II0YKH, KOCTH, MO3T. B IieueHn K KOHILy 5 Mecsia BOKpyT
9XHHOKOKKOBOW KHCTHI (hopmupyeTcs Hrbpo3Has Karcyna.

DXHMHOKOKKOBBIN Ty3bIph UMEET CIOKHOE cTpoeHue. HapyxHas (ruammHoBas) 0005104-
Ka COCTOUT W3 MHOXKECTBA KOHIICHTPHYECKHUX IUIACTHHOK, HE COICPIKAIINX KICTKH, YTO BaX-
HO JUTsl TUarHOCTUKH. VI3HYTpH OHA BBICTJIAaHA 3apOJBIIIEBBIM CIOEM, KOTOPBIN JaeT HA4YaIo
(hOpPMEHHBIM 3JIEMEHTaM ITy3bIpsi (IPOTOCKOJICKCHI M BHIBOJKOBBIC KariCyiibl). B mopaxeHHOM
OpraHe MOKET pa3BUBATHCS OJHA KHCTa (COMMTAPHOE TOPAXKEHHE) MM HECKOJIBKO (MHOXKeE-
CTBEHHBIN 3XUHOKOKKO03). Pa3Mepbl KHCT 3HAYUTEIBHO BapbUPYIOT: 0T 1-5 1m0 40 cM u Gornee B
JraMeTpe. DXWHOKOKKOBAsI KHCTa PACTET IKCTCHCHBHO, OTOIBUIAsl M CIAABIIMBAs TKAHH XO35IH-
Ha, KOTOPBIC aTpOMUPYIOTCS B HEKPOTH3UPYIOTCSL.

IMapa3utapHble aHTHUTCHBI OKa3bIBAIOT CCHCHOWIU3MPYIOIEE NeHCTBHE, 0COOCHHO BbI-
paXEHHOE MPH MHOXCCTBCHHOM O3XHHOKOKKO3€. [IpM 3TOM HMMyHHas CHCTeMa XO3sMHa
HE B COCTOSIHMHU IOJHOCTHIO YHUUYTOXKUTH TEIIBMUHT, YTO CBSI3aHO C HAIIMYHEM Y SXHHOKOKKA
psiia MPUCTIOCOOUTETBHBIX MEXaHU3MOB. K HUM OTHOCST MOTEPIO Mapa3sUTOM YacTH peliel-
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TOpOB B mepuoj (OpMHUPOBAHHS THAIIMHOBOM 00OJIOYKH, BHIPAOOTKY MMMYHOCYIIPECCOPOB,
0eKOBYI0 MUMHUKPHIO 33 CUET BKIIOUEHHs OETIKOB XO3MHA B CBOIO KHU3HENESITENLHOCTD. [1po-
SBJICHUS! CEHCUOMJIM3ALIMK JIe)KAaT B OCHOBE aHA(HMIAKTUYECKOTO MIOKa, BO3HUKAIOLIETO MpU
pa3pbIiBe SIXMHOKOKKOBOI KUCTHI [75].

Kaunuka. boie3Hp B HEOCIOXKHEHHBIX CIIydasX MPOTEKaeT rofaMu U MOXET OBITh BbI-
SIBJICHA CIy4aiiHO. B KIIMHMYECKH BBIPaKEHHOW CTaJMM TEYEHUE SXMHOKOKKO3a 3aBHUCHUT OT
JIOKAJIM3aIMU KUCT, UX Pa3MEPOB, CKOPOCTH Pa3BUTHS, OCIOKHEHHH, BADUAHTOB COYETAHHOTO
[IOpa’KeHHs OPraHOB, PEAKTUBHOCTH OpraHu3Ma xo3suHa. [Ipu jokanu3anuu KUCTh B IpaBOn
JI0JI€ TIe4eHH O0JICBOM CHHJIPOM CXOJICH C TAKOBBIM IPH Xonenuctute. OTMeyaercs noxyiaHue,
CHIDKCHHUE alleTHTa, IPH JIOKAJIU3AIMK B JIEBOM J0JIe TIOSBIISIOTCS U3KOTa, OTPBDKKA, PBOTA.
IIpu nmoBepXHOCTHOM JIOKAIM3alMK KUCTHI OHa MOXKET MalbIIUPOBaThCs. B 3amymmeHHsIx ciy-
Yasx HapylraeTcs: OeNKOBOCHHTETHIECKas PyHKIVS TedeHr. XapaKkTepHa JUCTIPOTSHHEMHS CO
CHI)KEHHEM YPOBHS allbOyMHUHOB, IPOTPOMOKHA ¥ MOBBIIIEHHEM YPOBHS IT'aMMa-II00YIHMHOB.
Knuanyeckue nposiBIeHUs SXMHOKOKKO3a JIETKUX OIPENEeNAI0OTCS JOKaIu3auuei KucTol. Jlaxe
HeOoIbIIIas KUCTA, PACTIONOKEHHAs BOJIM3H TUIEBPbI, pAaHO TPOSBISIET ceOst OOJIEBBIM CHHIPO-
MoM. [lpu Jokanu3anuu 3XMHOKOKKO3a Y OpOHXHAJIBHOTO CTBOJIA KJIMHHUYECKUE CHUMIITOMBI
MIPOSIBIIAIOTCS KAIlJIEM M COCYAUCTBIMH PAcCTPOUCTBAMU. DXMHOKOKKO3 IIOYEK HEPEeIKO Tua-
THOCTHPYETCS JIMIIb IIPH BBISBICHUH 3XWHOKOKKYpHUH. OOHAPYXEHHIO OOPHIBKOB CKOJIEKCOB
B 0CaJIKE€ MOYM MOTYT IPEIIECTBOBATh TAHYIIAst 00Jb B MOSICHUIHON 00JIACTH, TU3YpUUECKHE
pacctpoiicTBa. 3HaYUTEIBHO PEXKE BCTPEUAIOTCS 3XMHOKOKKO3 F'OJIOBHOTO MO3T'a, CPEIOCTEHUS,
MOJIOYHOM KeJe3bl, KUIIIETHNKA, KPaifHe PeIKO — KOCTEH, TOIKOKHOM KIeTIaTKH.

MeTtoasl ucciaenoBanus. YIbTPa3ByKOBOE HCCiefOBaHHE. Peakuus HenpsMoW remar-
DIIOTHHAIMA U MOJU(DUKALNH JTaTeKC-arMIOTHHALINH € 9XHHOKOKKOBBIM THATHOCTUKYMOM.

IIporxo3. braronpusTHeli npu crielupUUSCKON Tepanuu.

J. AibBeokokko3. [TopaxaeT nIperMMyIeCTBEHHO EUEHb.
MIudp no MKB-10: B67.5.

-

Puc. 47. A1bBEOKOKK

ITatorene3. JInunHKoBasi cTagus 3a0o0NeBaHUS OTIMYACTCS Pa3BUTHEM HHOUIBTpaTa
B TKaHsX. Ja/pIe BO3HUKAET MpopacTaHue JaHHOTO 00pa30BaHUs B COCEIHUE OPTaHbl U 00-
pa3oBaHUE METACTa30B B Jierkue U Mo3r. OCOOEHHOCTSAMHU albBEOKOKKa (pHc. 47) sBIseTCS
CHOCOOHOCTh HHPHIBTPUPYIOIIETO POCTA M METACTA3MPOBAHHSI, YTO COMMKAET JaHHOE 3a00-
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JIEBaHUE CO 3JI0Ka4eCTBEHHbIMU onyxoisiMu. [lepBuyHO Beerna rmopaxaercs rnedeHs [75]. V3en
yalre JIoKanu3yeTcs B ee npaBoi goine. Pa3mepsl y3ia Bapbupyrot oT 0,5 1o 30 cm u Gonee
B Iuamerpe. Bo3MOXHO CONMTapHOE M MHOTOY3JIOBOE MOpaKeHHWe INedeHu. [lapasuTapHbIid
y3el [popacTaeT B )KeJTYHBIE IPOTOKH, Anadparmy, oYKy, KOCTH. B mopakeHHOM opraHe pas-
BUBAIOTCA JUCTPOGUUECKUE M aTpouuecKkue u3MeHeHus, puodpo3 crpombl. KommeHcanms
(YHKIIMM OpraHa JOCTHIAeTCs 3a CYeT THNEepTPO(GUH HEIOpaKEHHBIX OTAECNIOB IeYeHH. Pas-
BUBAETCS MEXaHHYECKasl KEJNTyXa, B O3HUX CTAIUIX — OMIHAPHBII IUPPO3.

B cny4ae HEKpOTH3aLUH TaAPa3UTAPHOTO y3JIa B €r0 HEHTPAIBHBIX OTIeNax GOpMUPYIOT-
Cs1 TIOJIOCTH C MXOPO3HBIM HJIM THOWHBIM COJEPKUMBIM. B matorenese 3aboneBaHus IMeeT 3Ha-
YeHHUE, TOMHUMO MEXaHHIEeCKHX (aKTOPOB, HATMYNE UMMYHOJIOTHUECKIX U HMMYHOTIATOIOT U~
YeCKUX MEXaHU3MOB ((hOPMHUPOBAHUE ayTOAHTUTEN, IMMYHOCYIIpeccus). JIMUMHKOBas cTaaus
3a00JIeBaHNs OTINYACTCS MH(OHIBTPATHBHEIM Pa3BUTHEM B TKaHX, JajbIIe — IPOPACTAHHE
B COCE/IHHE OPTaHBI U 00pa30BaHHE METACTa30B B JIETKHE U TOJIOBHON MO3T.

Kaunuka. B panHeii cragnu HaOIOnaoTCs MEpUOANIECKHE HOIOME OOIH B TTEYEHH,
YYBCTBO TSDKECTH B NMPAaBOM Moxpedephe, B dnmuracTpud. [Ipu moBepXHOCTHOM paclookKe-
HUY Napa3uTapHbIi y3el NajbIupyeTcs B BUJE MIIOTHOTO y4acTKa MedyeHu. B HeocnoxkHeH-
HOI1 CTa U1 aJIbBEOKOKKO3a OOJIEBON CHHIPOM MEIUICHHO IPOTPECCUPYET, IIPHCOCANHSIIOTCS
JHCHeNcHYeckrue paccTpoiictBa. IledeHb yBelnWdeHa, IPH e¢ Majblaldd MOTYT OIpene-
JSITBCSL YYACTKH KaMEHHCTOH IUIOTHOCTH. HemopakeHHbIe YYacTKU TEYSHU KOMIIEHCATOP-
HO YBEIIMYUBAIOTCS, UMEIOT IUIOTHOIACTHYECKYI0 KOHCUCTEeHINIO. Hepenko HabmonaroTces
reMopparuueckue nposiBieHus no tumy oonesnu lllennerin-I'enoxa. B ctaauu ocnoxxHeHui
YaIre BCEro Pa3BUBACTCS MEXaHMYECKast KEJITyXa, HECKOJIBKO pexe (IPH MPOPAacTaHUH y3ia
B IIOPTAJIbHBIC COCYABI MIIM HUKHIOKO, TIOJIYI0 BEHY) — OpTaJibHAs MM KaBaJbHAs FHIICPTCH-
3us. [Ipu 0Opa3oBaHNM B y31I€ MONOCTEH pacmaia MOSBISIOTCS O3HOOBI, JIMXOpaaka, MOTYT
pa3BUTHCs abcriece MedyeHH, THOWHBIN XONMaHTUT. [Ipu BCKPBITHH NOJIOCTH MOTYT 00pa30BbI-
BaTbCsl OPOHXO-TICYCHOYHBIE, MIIEBPO-IICYCHOYHBIE CBHIIH, PA3BUTHCS IEPUTOHHUT, TUIEBPHT,
HEePUKAPINT.

MeTacTa3upoBaHHE ATEBEOKOKKA CBHCTEIBCTBYET O JAJIEKO 3allle/IIIeM MPOIecce U ero
3JI0KQYECTBEHHOM TeueHWH. Yale BCEro MeTacTa3bl OOHAPYKUBAIOTCS B JIETKHX, TOJOBHOM
Mo3Te, peXe — B [TOYKe, KOCTAX. B TepMUHAIBHON CTaany O0JIE3HN Pa3BUBAIOTCS HEOOpATHMBbIE
OOMEHHbIe HapyLIEHHs, KaXeKCusl. BBIIENSIOT MEJIEHHO MPOTPeCCHPYIONIYIO, aKTUBHO MPO-
TPECCUPYIOLIYI0 U 3JI0KAYeCTBEHHYIO KIMHHKO-Mopdornorndeckue ¢popmbl Oose3Hu. boiee
TSDKEJIO U OBICTPO MpoTeKaeT 3a00J1eBaHue Y MPUEIKUX B SHAEMHUUYHBIX Odarax, JIUI ¢ UMMY-
HOZle(UIUTOM (IEPBUYHBIM U BTOPUYHBIM).

Mertonsbl ucc/IeA0BAHUS:

* VYIeTpa3ByKOBOE HCCIIEIOBaHUE.

* Buoxummyeckuii aHaIM3 KPOBH: MOBBIIEHB! OMITNPYOUH, YPOBHH Y-IIIO0YIHHOB, aMH-

HoTpaHc(epas, menodnas ¢pocdaraza. CHUKEHO CoiepKaHKuEe allbOyMUHA.

Jlnarsos IMOATBEPIKIAIOT C IIOMOIIBIO JIATEKC-arIIFOTHHALIMHI, PEaKIMN YH3UM-MEUCHBIX
AHTUTEJ C aJIbBEOKOKKOBBIM THarHOCTHKYMOM. CKOJIEKCHI alTbBEOKOKKA M3pe/IKa OOHApYKUBaA-
IOT B MOKpOTE.

poruno3. Onpenensercss OCIOKHEHUSIMH AbBEOKOKKO3a (METacTa3UpOBAaHUEM Y3JIOB
AJIbBEOKOKKA, PAa3BUTHEM BTOPHYHBIX OaKTEpHAJbHBIX OCIOKHEHHIT). CBOEBpEMEHHOE HCCe-
YCHHUC MOPAKCHHBIX YHAaCTKOB ICYCHHN YJIy4lIaCT MPOTHO3, TPU OTCYTCTBUH JICUCHUS TPOTHO3
HeOnaronpusTHeIN [75].
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E. lleyenounsblii ackapuao3. SBisercs 0CI0KHEHHEM KHUILIEYHOTO aCKapHu103a.
Mudp no MKB-10: B77.8.

Puc. 48. fita ackapunb Ackapunbt

IaTorene3. Hannuue napa3utoB NpuBOAMUT K (OPMUPOBAHHIO TPYOBIX TATOMOP(OIIOTH-
YECKMX M3MEHEHUH MapeHXHMMbl NMEYeHW W 00pazoBaHuI0 abcuenupyommx nonocrel. fitua
ackapua (puc. 48) momagaroT 4epe3 poT B KETYIOK, 3aT€M B TOHKYIO KHUILKY, I B MPOCBE-
T Pa3BUBAIOTCS JIUYMHKY, IPOHHUKAIOIINE B BEHO3HBIE COCYABI CIM3HCTON 00OIOUKH, 3aTeM
C TOKOM KPOBHM — B BOPOTHYIO BeHy. HaunHaercsi paHHss, MUTpallMoHHAas1, (a3a ackapunosa,
B OCHOBE KOTOPOH JISKUT CEHCHOMIM3ALUs MPONYKTaMHd MeTabonn3Ma JTMIMHOK acKapHi H
TpaBMaTu3anus TKaHEH BO BpeMs UX MUI'pALlU. ITo cucreme BOpOTHOﬁ BCHBI JINUYUHKH I10-
[13/1a10T B [I€YEHb, AKTUBHO IIPOHUKAIOT B IEYCHOYHBIE JI0JIbKH, B TICYCHOYHYIO BEHY, 3aT€M B
HIDKHIOIO TTOJIYIO BEHY, B IIPaByIO MMOJOBHHY CEPALR, B KANWUIPHYIO CETh JIETKUX. JINUMHKH
aKTHUBHO BBIXOZAT B IIPOCBET aJIbBEOJI, IOAHUMAIOTCS B OPOHXUOIIBI, OPOHXHU, TPAXEI0 U IVIOT-
Ky. C OpOHXHAIBEHBIM CEKPETOM TOMAIal0T B POTOBYIO MOJOCTh, 3aINIATHIBAIOTCS CO CIIIOHOM,
BO3BPAIAIOTCS B TOHKYIO KHIIKY, TII€ Pa3BUBAIOTCS 0 MTOJIOBO3PENBIX 0codelt. Bech nuki pas-
BUTHUS aCKapu OT MOMEHTA 3apakeHUs! UEJIOBEKA aCKApUI030M JI0 MOSBICHUS B (DeKaIUAX SUI]
HOBOW TeHepanuu coctaBisiet 2,5-3 mec [75].

Knnnuka. [IpoHUKHOBEHHE acKapu B JKEITYHBIC MPOTOKH COMPOBOXIACTCS HOSBICHU-
€M BHE3aIlHBIX, PE3KUX, KOJMKOOOpa3HbIX Ooiell B BEpXHEH 4acTH )KMBOTA U HEYKPOTUMOU
pBOTO. J[eTH 3aHMMArOT BBIHY)KICHHOE KOJICHO-JIOKTEBOE ITOJIOKEHUE, MPU KOTOPOM OHH
YyBCTBYIOT o0jerdenue. B Buje uckiroueHus HaOmonaeTcss Mexanuueckas xenryxa. I[lopoi
OTMEYaeTCsl MOBBIIIEHHE TEMIEPATyphl, COIPOBOXKIAEMOE 03HOOOM. B HEKOTOpBIX ciyuasx
acKapuabl MOTYT MUTPHUPOBATh BO BHYTPUIIEYEHOYHEIE IIPOTOKH, IIe CAMKH OTKJIA/IBIBAIOT ThI-
Cs4M sul, a NMMPUCOCAUHCHUEC I/IH(l)CKIll/II/I BBI3bIBACT Pa3BUTUE OCTPOIo THOMHOTO XOJIaHT'uTa,
abcriecca WK TpaHysIeMbl.

Metoabl ucciaenoBanus. [IokazaHo ynsTpa3ByKOBOE HUCCIEAOBaHHE. B CBIBOPOTKE Kpo-
BU XapaKTEPHO MOBBIIIEHUE TPAaHCAMUHA3, B IEpU(EPUUECKOM aHANIN3€e KPOBU — JICHKOLUTO3.
B cryne pebeHKa 1 IyoeHATBHOM COIEP>KUMOM BBIBIISIIOTCS STHIIA acKapuI.

IIporuno3. braronpusaTHeIi Py MPOBENCHUH JICUCHHUSL.

K. l'emarukonés. Be3piBaetcs Hemaronoit Hepaticola hepatica.

Mudp no MKB-10: B81.1.

IMatorene3. CKBO3b CTEHKY KHUILIKH JIMYMHKH TOMAJAI0T B MEUEHb, IIE MOJIOBO3pEas
caMKa OTKJIaJbIBAET SiIa B MApeHXUMY NedeHH. [IepBbIM X035 MHOM SIBIISIETCS KPBICA, KOTOpast
UH(UIMPYETCs IPH NPOIIATEIBAHUN 3PEIIbIX SIUL, U3 KOTOPBIX B CIEMON KUIIKE BHUTYILISIOTCS
JMYUHKY. JINUMHKYA POHUKAIOT CKBO3b CTEHKY KHUIIKH M 4epe3 MOPTaNbHBIA KPOBOTOK IT0-
[aJIAI0T B TIEYEHb M, KaK HCKIIOYCHHUE, B JIETKHE M MOYKH. B medeHr mapas3uT BBIpAcTaeT B
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[I0JIOBO3pEJIble TeIbMUHTEL. [l0o0BO3penas caMka OTKJIAJbIBAeT Silla B MAapEeHXUMY HEUEHHU.
BTOpBIM XO3SMHOM SIBJSIETCSI TOT, KOTOPBIH MOenaeT mepBoro. BTopoit Xo3suH ¢ GeKatusaMu
BBIJIETISIET BO BHEIIHIOIO cpexy siina. B mouse 3a 4—6 Hemenp siilia co3peBaroT. [ pI3yHBI Wik
Jpyrue *XUBOTHbIE, a HHOTJA U YeNIOBEK, MHULIUPYIOTCS, MPOorIaThiBas 3penble siina. [lono-
BO3peNble 0COOU IeIbMUHTA U SIHIa HE IIOKUAIOT I€UEHb.

Kaununka. O6miee coctosiHue pebeHka HapyiieHo. HaOmonarTes TUCTercusi, HHOTaa
pBOTa, 6J'IC}1HOCTI> KO>XHBIX ITOKPOBOB, MOXYAaHUE, HEPEAKO JIMXOpaaKa, 60.]'[1/1 B )KHMBOTC HJIN
B IIpaBOM Hoxpedepse. [leueHb yMepeHHO yBeIMUeHa, IJI0THAsl, cilerka oosezHeHHas. Ompe-
JeTsIeTCsl CIUIEHOMeTausl. PeKo TOSIBISIFOTCSI OTEKH Ha HIDKHUX KOHEUHOCTSAX U acIUT. Y He-
KOTOPBIX JeTel OOHapyXHMBAIOTCS CUMIITOMBI CO CTOPOHBI ABIXAaTEIbHON CHCTEMBI: Kallemb,
IOPUCTYIBI yAyLIbs, HHOITA HAIIOMUHAIOLINE acTMY, THEBMOHUS. [1opoil BHIABIAIOTCS ajiep-
THYECKHE H3MEHEHHS CO CTOPOHBI KOXKH.

MeTtoasbl ucciaenoBanus. [enaTnkosé3 HeOOXOAUMO UCKITIOYATh Y IETeH C OMHUCAHHBIMH
KaJl00aMH U SKUBYLIMMH B HEYIOBIETBOPUTEIBHBIX CAHUTAPHO-OBITOBBIX YCIOBUAX, B IOME,
e eCTh I'PbI3yHBL. B 0011eM aHanu3e kpoBU oTMedaeTcs 303MHO(mINs. B chIBOPOTKE KPOBU
MOBBIIIEH YPOBEHb Y-II00YIHHOB. DeKaninuu He COlepIKar Sl TenbMUHTA. Y3 BBISIBISET He-
OIHOPOIHYIO CTPYKTYpY IEUECHH BCIICACTBUE 00pa30BaHMs B Hel rpanyinéM. JJMarHocTUUeCKyIo
LEHHOCTD IIPEJICTaBIAET pULIeTIbHAs OMOTICHS IEYeHH, TIO3BOJISIONIAs BEISBUTH O4ard HEKpo3a
CO 3peTBIMH 0COOSIME ITapa3uTa U siiiiamu. B mo3aueit craqum 60e3H1 Tpyi OMOTICHH BBISIBIISTIOT-
€5l XpOHMUYECKUE TPAHYIEMBI CO CKOTUICHUSMH TUM(OLIUTOB, MaKpo(aros 1 303MHOGHIIOB [75].

IporHo3. OTHOCUTENBHO OIATONPUATHBIN IPU paHHEH AUATHOCTHKE.

3.JIam6u03. Bo3Oyaurenpb — asiMOITUS TOHKOKHIIICYHAS.
Mugp no MKB-10: A07.1.

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

IMaTorene3. Brigensiemble TIMONUSAMH TOKCHYECKHE BEIECTBA BBI3BIBAIOT MOPayKCHHUE
MHUKPOBOPCHHOK KHILIEUHHKA U CHI)KEHHE aKTHBHOCTH KHMIIEYHBIX SH3UMOB. [Ipu nonananun
B JKEJIYIOK )KU3HECTIOCOOHBIX IIUCT JIAMOIMN X 000JIOYKH HE Pa3pyLIar0TCs JKEITYI0UHBIM CO-
KOM U OHM NMPOHMKAIOT B JBEHAJLATUIICPCTHYIO KHIIKY, IJIe U3 KaXI0H LUCTHI 00pasyercs
IBe BereTaTuBHbIE POpMbL. C MOMOIIBIO MTPHUCACHIBATENBHOTO AUcKa (puc. 49) nsMOmuu npu-
KPEIUISIOTCSA K BOPCUHKAM SMUTEINAIbHON 00010UKY IBEHAIATUIIEPCTHON KHILIKU U IPOKCH-
MaJILHOTO OT/ieJa TOLIEeH KUIIKH, T.€. TaM, [Jie UMEETCs LIEeJIOYHas Cpelia U UJIeT HHTCHCUBHOE
MPUCTEHOYHOE NHIIeBapeHue. Beell cBoeil MOBEpXHOCTHIO JISIMOIMH BCACHIBAIOT HMPOMYKTHI
pacIleruIeH s MUIIEeBbIX BEIIECTB U, TAKHM 00pa30M, BCTYIIAIOT B KOHKYPEHTHBIE OTHOIICHHUS
C OpraHM3MOM YeJIOBeKa 3a IMPOAYKTHI MUTaHus. Eciii Bommpoc 0 mapa3uTHpOBaHUH JITMOITUIA B
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TOHKOM KHIIIKE SIBJISIETCS] OTHO3HAYHO PEIIEHHBIM, TO MPpeObIBaHUE U Pa3MHOXKEHHE UX B ApY-
THX OT/eNaX MUIIEBAPUTEILHOTO TPAKTA OCTACTCS TUCKYTa0EIbHBIM.

Kaunuka. [Ipu oOclienoBaHNY MAMEHTOB Yalle BCErO BBIBISETCS CTOMKas 0OI0KEH-
HOCTb 53bIKA, METCOPU3M H YpUaHHE B KHIICYHHKE («B3AYTBIH KHBOT»); «IIyM ILISCKay MPH
UCCIIEA0BaHUU TOJICTON Kuiku (cunapoM OOpasiosa); 60IE3HEHHOCTh B MIJIOPOLYOAEHANb-
HOH 30HE, ME30THIIOTaCTPUH; YBEJINUCHHE NIEYSHH (HEPEAKO CTOWKOE U 3HAUYUTENBHOE, yMe-
pEeHHAasl WM BBIPQKEHHAs TUIOTHOCTBH IIE€USHU IPH TalbIalnH); MOJIOKUTEIBHBIA CHHAPOM
Optrepa-IpexoBa, Mioccu-I'eopruesckoro (y 1/3 GONBHBIX), TUIIMYHBI KAJIOOBI HA TIEPHOIH-
yeckue 0oJu, NPEUMYIIECTBEHHO B OKOJIONYNOYHONH 00/1acTH, B IpaBoM Moapedepbe, BHU3Y
JKMBOTA, HAa OTPBDKKY, B3AyTHE U YpUAHHE B )KMBOTE, OLYIIIEHHE [ICPETIOTHEHHS KEIyaAKa, TyB-
CTBO TSDKECTH B TIOJUIOKEYHOM 00J1acTH, CHH)KEHHUE allleTHTa, HHOTA 3HAYUTEIBHOE.

VY nereil paHHero Bo3pacra 4Yalle OTMEYaeTCss MHOTOKPATHBIH KalIMIeoOpas3HBIil CTyI
B TEUECHUE CYTOK, PeXe 3amophl. Y JeTeil crapliuiero Bo3pacra U MOAPOCTKOB IpeoliiafaroT
3aI0phl C YepeloBaHUEeM Auaped. bolabHbIe KalTyIoTcsl Ha OOLIyI0 c1ab0CTh, YTOMIISIEMOCTD,
Ppa3IpaXuTeNbHOCTh, HEMTyOOKUI COH, TPEBOKHBIE CHOBHJICHHS, TOJOBHBIE OOJHM, TOJOBO-
KPY)KEHHSI, BOBMOXKHO TOSIBJICHUE TUKOB, THIIEPKUHE30B, 0OMOPOYHBIX COCTOSHUH. THIIHMIHBI
MIPOSIBIICHUS BETeTO-COCYJAMCTON IUCTOHUH B BUJIC SMOIMOHATBHOMN JTAOUITBHOCTH, JIOKATBHO-
ro runepruaposa, cyodedpunurera. Ilpu XpoHHUECKOM JsIMONNO3€ Yy AETeH BO3MOXKHBI I10-
pakeHHsI KO)KU B BHJE AepMaruTa. [lopaxkeHue KpacHOW KalMbl I'y0 — 4acThlii CHMITOM IMPH
JTSIMOIHO3€e y neTeil W moapocTkoB. CTerneHb BBIPaXXEHHOCTH OBIBAET Pa3iIMIHON: OT JIETKO-
O IIENYIICHHsI U CYXOCTH, Ha KOTOpPbIC OOJbHBIC HE 00PAaIaloT BHUMAHHE, 10 BEIPAXXEHHOTO
XeHINTa ¢ TpeIMHAMH, 3aefaMH, LICTyNICHHEM MepopabHOIl 30HEL. Y OOIBHBIX HMEIOTCS
M3MEHEHUS BOJIOC — OHU UCTOHYEHBI, 3aMe/IJIEH UX pocT [75].

IIporuo3. braronpusaTHBIA.

N.Kannianapua3. B kIMHHYeCKOW KapTHHE KalmWUIapuasa BBIICIAIOT XapaKTePHYIO
TpHay TPU3HAKOB: MEPCUCTHPYIOUIYIO JIMXOPAJKY, T'eNaToMeraiuio U 303uHopunuto [58].
Capillaria hepatica 6puta Biepssie onrcana B 1893 romxy Bancroft. Cnencrerem uapuIupo-
BanHoctH Capillariahepatica siBnsieTcst pa3BuTHE remnaruta ¢ GOpMUPOBaHHEM I'paHyJIEM BO-
KPYT SIMIL Tapa3uTa U HaIu4ueM Hekposa (puc. 50, 51).

B npupozne HCTOUHMKAMU HHQUITUPOBAHUS SIBISIOTCS] MBIIIN, KPBICHI, KPOJIUKH, CBUHBH,
KOIIIKH, COOaKH, MapTHIIIKK. YeIOBeK OTHOCHUTCS K CitydaiiHbM xo3seBam Capillaria hepatica.
OHaeMu4HON 30HOM cuntaercs FOxuas Amepuka (bpaswius).

JAmnarnoctuka. Hamuuue siui napa3urta B (heKadusx; TUCTOJIOTHYECKOE HCCICOBAHUE
neyeHu (Ouomncus).

Puc. 50. buoncus neuenu pebenka, uaunuposanHoro Capillaria hepatica.
B BepxHeii uacTu mpemnapara onpeaenseTcs o napasura [55]
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Puc. 51. ®opmMupoBaHne BOCIAINTENBHOM IpaHyIeMbl B IIedeHH y 18-MecsaHoro

pebeHKa ¢ kanmuaprua3oM. B mpemapare onpenensrores 3 siiilia rebMUHTa, MHOTOSIICPHBIS
TUTaHTCKHE KJIETKH, MHOUIBTPALINS TAPSHXUMBI [IEUeHH MOHOHYKJIeapaMu, HeKpo3 [58]

4.4.2. Manspusi. Mansipust — 5T0 TpaHCMHICCHBHOE HH(PEKIMOHHOE 3a00J1eBaHue, Imepeiana-
eMoe 4YeJIOBeKy NMpH yKycax KoMapoB poaa Anopheles. Bo3OynutesnsiMu Masisspuu sIBJISIFOTCS
Plasmodium vivax, Pl. ovale, Pl. malariae u Pl. falciparum.

MIugp no MKB-10: B52.9.

Iarorene3. [Tociie KpaTKOBPEMEHHOTO NMPEOBIBAHKS B KPOBH CIIOPO30UTHI MAJISIPUITHO-
TO TUIa3MOJIMS MPOHHUKAIOT B IEMaTOLMTHI IEYEHH, MPOBOLUPYS TEM CaMbIM Ha4ajo JOKJIH-
HUYECKOW MEYeHOTHOH (9K309pUTPOLMTAPHOI) cTaauu 3adoeBanus. B mpormecce Gecronoro
pasMHOXXeHHs (IIIM30TOHUH) U3 OIHOTO criopo3ouTa obpasyercs ot 2000 mo 40 000 neyeHou-
HBIX MEPO30UTOB, UM LIM30HTOB. B OOJBIIMHCTBE CllydaeB 3TU JOYEPHUE MEPO3OUTHI Uepe3
1-6 Henenb CHOBA MOMIA/IAIOT B KPOBB. [IpH HH(EKINSX, BBI3IBAEMBIX HEKOTOPBIMH CeBepoad-
PUKAHCKMMH IITaMMaMH P.vivax, mepBUYHBIN BEIXOJ B KPOBb MEPO3OMTOB U3 IIEUEHH MTPOHC-
XOIMT IpUMEpHO yepe3 10 MecsileB OT MOMEHTA 3apakeHUsl, B CPOKHU, COBIAAAIOIIHUE C KPATKO-
BPEMEHHBIM MTEPUOIOM MaCcCOBOTO BBLIETa KOMApOB B CIIEAYIOLIEM TOLY.

Kaunnka. CUMIITOMBI MAISPHH (M PEKAE BCETO TPOMUUECKON MaJIIpUK) y AeTel OTIIn-
Yal0TCsI OT TAKOBBIX Y B3POCIBIX, 0COOEHHO €CIIU YUeCTh, UTO (peOpUiIbHAS TUXOpaKa y JeTel
HE SBJIETCS PEIKOCTHIO TIPU CAMBIX pa3IHUYHbIX 3a00neBanusx [116]. 00T Mansipun y AeTei,
KpOME JINXOPAJIKH, MOJKET XapaKTepPH30BaThCS AUapeci, pBOTOM, KalljeM, TOJOBHOW OOJIBIO
[116]. ITo nanueim Okafor H.U.[114], nuapes Bctpedaetcs y 33,5% aereii, 00JIbHBIX TpOITHYE-
cKoii Masstpueit, ppota —y 23,9%, pecriuparopslii cuaipom — 18,1%, maeBmonus — 1,3%, y 2,6%
OONBHBIX BBIABIAETCS MOYEBOM CHHAPOM. JleTalbHbIN HCXOJ, YaCTOTa KOTOPOTO MPH TSKEIOM
TEYEHUH TPONUUECKo Mansspuu gocturaet 30% u Goinee, CBA3aH ¢ pa3BUTHEM TAKUX OCIOXK-
HEeHHUH, KaKk KOMa, OCTPBIH PECIIUPATOPHBINA AUCTPECC-CHHIPOM, OTEK JIETKHX, THIIOTITUKEMHUS,
anuIo3, Mok, centuiuemMus, JIBC-cuHAPOM M OCTpasi MmoueyHasi HeI0CTaTOYHOCTh (pHUcC. 52).

Yacrora octpoii noyeuHoi HegocratouHocTu (OITH) y O0IbHBIX TSOKENIBIME BApUAHTAMU
Massipun konebnercst ot 1% o 30,2%. B 66,7-100% cnyuae npuunHoit passutus OITH sB-
nsieTcst Bo3OyauTenp Tponudeckoit manspuu Pl.falciparum.

Kpome OITH nporaoctuyeckn HeOIaronpusSTHBIMU IPU3HAKAMU MAJISIPUU SIBIISIOTCS:

* I03[HO HAYaTOE JICUCHHUE,

* 1epeOpasnbHas Maspus,

* runepounupyOHHeMus,

« JIBC-cunmpom,

* pEeCIUPaTOPHBIN TUCTPECC-CHHAPOM,
* MyYJIBTHOPraHHas HEJOCTATOYHOCTb.
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PucyHoK. 52. Pe3ynsTaThl 31eKTPOHHOI MHKPOCKOIIMY HOYEK IIPH TSHKETIOM TeUCHHN
Tpomnudeckoi Mansapun. a) CexkBecTparys HHQUIMPOBAHHBIX PUTPOLUTOB B KATHIUIIPAX
kiy6ouka (GC). ba3ansras memOpana (BM) HOpManbHOI! TONIMHEL, OTCYTCTBYIOT
MMMYHHBIE KOMIUIEKCHI. M-MaIipHifHbII IUTMEHT.

b) Cexecrpanus napunupoBaHHeX (PR) 1 HenHpHIUPOBaHHEIX (R) SpHTPOLHUTOR B IEpH-
TyOYISIPHBIX KaMMIUIApaXx, aaresus PR-aputpormTos k sunotenuio (E) u npu3Haku Bakyomy-
3aIUH SHAOTEHS KAIMMLIAPOB (YKa3aHO CTPEIIKOL).
c¢) Cexecrpanus PR- 1 R-3purponuroB B mepuTyOyIsIpHEIX cocynax. iMeercs HebombImoe
KOJITYEeCTBO aMOP(HOTO HEHJCHTU(PHUIIMPOBAHHOTO MaTepHaa BIoIb 6a3anbHOi MeMOpaHbI
COCYJIOB (yKa3aHO CTPENKOM).

d) T'mneptpodus sHAOTENNUS KAMMILIAPOB KiyOouka. Ring — craaus
paszsutus Plasmodium falciparum B naduumupoBanHbix sputpouutax (PB). Crpenkoit yka-
3aHBl HIIEMUYECKHEe H3MEeHeHMs Oa3anbHoi MeMOpansl (BM). e) [TeputyOynsipHble MUKpO-
COCY/IBI 3aIIOTHEHBI IPUTPOIMTAMU H MOHOHYKJIeapamMu. Ma-makpodaru, L-muMporuTsr,
T-kananen, R-HenndunmpoBanubie 3puTpouuThl. f) MOHOIHMTEI ¢ (harorm3ocoMaMu, conep-
JKaIIMMU TPaHyIbl MajsipuiiHoro urMenTa (M). bazanpHas MeMOpaHa UMeeT HOpMaJbHYIO
TOJIIMHY, HO TIPH 3TOM OTMeYaeTCs CIIUsIHUE HOKeK mogouuToB (P).

N- simpomoHoIuTa/Makpodara [113]

HUccnenoBanus Sawunmi A. [118] nokassiBaror, uto nmocie OITH 45% neteit, nepebosnes-
KX MaJsipueld, IMEIOT CHIDKeHHE (QrIIbTpanoHHONW (YHKIWH MOYKH, 15% - BeIpa)KeHHEIE
TyOyNsipHBIE HapYIICHHMS, TPU KOTOPBIX B TEUEHHUE JITHTEIHLHOTO BPEMEHH MOTYT COXPAHSATBCS
MIOBBINIEHHAs] SKCKPEINs HATPUS U CHIDKEHUE SKCKPELMH Kalus, CIEICTBUEM YETO SBISETCS
pa3BHUTHE TUTIEPKATIHEMHUH.

Mertonsl uccienoBanus. BrisipneHne mapasuToB B Ma3kax KpOBHU. TpagWlIMOHHO WC-
TIOJIE3YIOT JIBa THIIA Ma3KOB — TOHKHI W TOJICTHINA (MJIM TaK HA3bIBAEMYIO TOJICTYIO KaIlIIo»).
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ToHKwMiT Ma30K ITO3BOJISCT ¢ OONBIICH HATEKHOCTHIO ONPEACIUTh PA3HOBHIHOCTD Malsi-
pHITHOTO IUIa3MOJHS, TIOCKOJIBKY BHEUTHUH BHJ IapasuTa ((GopMma ero KIETOK) IPH TaHHOM
TUIIE MCCIIEIOBAaHUS JIy4llle coxpaHseTcs (puc. 53).
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Puc. 53. Plasmodium falciparum (Tpo¢h)030UTHI B 3pUTPOIMTAX U TAMETOLIUTHI)
B niepu(epUISCKON KPOBH

ToncTelif Ma30K MO3BOJSIET MPOCMOTPETH OOIBIINN 00bEM KPOBH, IIOITOMY 3TOT METOJ
qyBCTBUTEJIbHEE, HO BHEIIHUI BUJI IJIa3MOUS [IPU 9TOM U3MEHSETCS, YTO HE NO3BOJISIET JIETKO
paznuyarh pa3HOBUAHOCTH ILIA3MOANSI.

ITocTaBuTh AMArHo3 Ha OCHOBE MMKPOCKOMMYECKOIO MCCIEJOBAHUS 3a4acTylo ObIBaeT
3aTPYJHUTENIBHO, TaK KaK He3pesble TPOGhO30UTH PA3HBIX BUJOB MAIIIPUIHOIO IIA3MOIUS
IUIOXO Pa3IM4UMBbl, U OOBIYHO HEOOXOIUMO HECKOJIBKO IIIa3MOUEB, HAXOISIIMXCS Ha Pa3HbIX
CTaIUAX CO3PEBAHMs, NI IIPOBEACHNUS HaJexKHOI nuddepeHmarb-HON THarHOCTHKH.

Iporno3. IIpu cBOeBpeMEHHOM JICYEHHHN ONaronpusATHBIA. IIpH 0CIOXKHEHHBIX (opMax
TPOITMYECKOH MaJIsIpHH M ITO3IHEH THarHOCTHKE HAaOMIONaloTCs JIeTanbHble nexonsl. K coxa-
JIEHUIO, MaJIIpUsl BCTPEUAETCs B HACTOSLIEE BPeMsl [IOBCEMECTHO, BKIIIOYasl BEAYLIHE CTPAHBI
3anaanoii EBpomsr, CIIIA, Poccuto (puc. 54).

47%  19%

35,7% \
B |

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

Puc. 54. Ctpykrypa Bo30ynuTesnei mansipuu B crpanax 3anagHoi EBporis

O0paiiaeM BHUMaHHUE, 4TO Cpeid BO3OyUTENel MasIpuH B CTpaHax 3amaaHoit EBpornsl,
Poccun u CIIIA mpeo6nanaer Pl. Falciparum (mo 56% cimy4aes). Exxeromgno peructpupyior-
csl IeTaJIbHbIe UCX0Mbl OT Masisipuu B I'epmanuu, Utanun, @pannun, Aarmuu, Poccnn, CILA
[80,84,85,106,110].

3TO CBA3aHO ¢ MPEeHEOPEIKESHUEM CPEJICTBAMH 3aAIUTHI B 30HAX PUCKA 3apakKeHHsI, O3/~
HUM OOpaleHHeM 3a MEJUIIMHCKOM MOMOIIBI0, OIIMOOYHON KJIMHUKO-JIA00paTOpHOH AUArHO-
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CTHKO}1, HENIPaBUILHBIM JIeUCHUEM HauOoJjee TSHKEJI0ro BapuaHTa — TPOIMUYECKON (BBI3BAaHHOM
Plasmodium falciparum) mamspun. Hemanyto poib UTparoT HEIOCTATOYHBIC 3HAHWS Bpadeit
TIONMKJIMHAK ¥ CTAI[IOHAPOB OCHOBHBIX NPOSIBJICHUH MaJsIpHUH, CIIOCOOO0B €€ MPOQHIaKTHKH
U JICUCHHSI.

B teuenue nocnenHux 15 neT uMeEIOTCs clydad MaJsipud B HESHJIEMUUYHBIX paiioHaX,
Bkirodas Poccuiickyto @enepanuto, MockBy 1 MoCKOBCKYI0 00/1aCTh, 00yCIOBICHHBIE Pa3BU-
BAIOIIMCSI TYPU3MOM, MUTpaIuel HaceneHus [ 74]. BonpmmHCcTBO CirydaeB MaIIpiH OTMEYESHBI
y IyTEeIIECTBEHHUKOB, IOCETUBIINX HEONArONOyYHbIE IO MAJSIPUU PAHOHbI M HE MOTyYaBIINX
azilekBaTHOU Xxumuonpodunaktuky [83]. B HesHAeMuuHbIE CTpaHbl MasIpHs Yalle BBO3UTCS
n3 Adppuxwu, [Takucrana n Maaun. Puck Manspuu BBICOK Y TeX, KTO IPOObUI B cTpaHax Adpu-
ku Mecsi u 6osee [83]. Benyiee mecto 3aHuMaroT 00sbHBIE, HHOHIMPOBaHHBIE Plasmodium
falciparum (ot 56% no 81,7%), 3arem Plasmodium vivax (mo 35.7%), Plasmodium ovale
(o 4.1%), Plasmodium malariae (10 1.9%). Cpeau MurpasroB u3s ctpad AGpUKH 4acToTa Ma-
nsipun gocturaet 3,5%. Ipu aTom Ha nomo Tponmyeckoit Manspuu npuxogurces 91,2%.

Apeaibl BO30yauTENCH MaSIPUH OTIIMYAIOTCS OOJBIION PacTIpOCTPAHEHHOCTBIO U BKITIO-
4aloT cTpaHbl A3un, bmwkanit Boctok, Lentpanshyio u FOxuyio Amepuky, Adpuxy. Beico-
Kkuit yposens Tpancmuccun Plasmodium falciparum ormeuaercs B [aGoue, Memene, Mosam-
ouke, I'Bunee, Tanzanuu, Kenuu, Dpuonum.

B Poccuiickoii Depepaiiuil OTCYTCTBYIOT KIMMAaTH4eCKHE YCIIOBHS s (HOopMHpOBa-
HUS SHAEMHYHBIX 30H MO0 Maimsapuu. OIHAKO IPH OLEHKE COCTOSHMS peOeHKa ¢ JIMXOPaAKOH
HEo0XO0IMMO IOMHUTSH O TIIATENbHOM cOOpe aHaMHe3a, YTOObI UMETh TOUHbIE CBEIEHUS O BO3-
MOXHOCTH MH(HUIUPOBAHUS MaJsIpHell P MOCEIeHHH CTpaH A3HaTcKoro U AQpUKaHCKOTO
peruoHoB. [TpUBOJMM BBITUCKY U3 HCTOPHUU 0O0JIE3HU peOCHKA C TPOITUUECKON MAaJISIPUCH.

Knunnvecknii npumep NeS. Ciryyail TSODKENIOro Te4eHHs TPOIMYECKON MalIipUM C He-
0JaronpusATHBIM MCXOIOM B YCIIOBHUSX Topona MockBbl. Brimncka u3 uctopuu OONe3HH pe-
oenka J., 8 ner (bonbauna um. 3.A.banuiseoii, bonpHuna uM. Cesroro kus3s Biagumupa,
Hentp remonunanusa, 3as. Lleatpom npodeccop 3sepes 1.B.)

JleBouka poauiack oT 1-ii HOpMaJIBHO NpOTEKaBIIeH OEPEMEHHOCTH, CPOYHBIX POIOB.
Pannee pa3ButHe 0e3 0COOEHHOCTEH, BaKIMHAIMA 10 IU1aHy. bonena pexko: 2-3 pasa B rox
OPBM, nepenecna Berpsinyto ocmy. B Teuenne nocnennux 1,5 et npoxkuana B LlenTpansHoit
Adpuxe, B Jlubpesune, Peciybnuka ['abon (oTen pebeHKa — KypHAITUCT-MEXKTYHAPOIHUK).
6 uromnst 2014 rona cembst Bo3BpaTuiaach B MOCKBY.

U3 anmamuesa 3aboneBanus u3BecTHO, 4TO ¢ 13 mroms 2014 roma orMedaeTcsl OOBEM
t* 10 39° B BeuepHHE yackl, o0mIas caabocTh, CHKEHHUE anmneTuTa. Ponutenn pedeHKa caMmo-
CTOSITEJIBHO JIaBAJIM XKapoIloHMXkaomwue, a ¢ 18.07.14 — aHTUOMOTHK W3 TPYIITBI MAKPOJIUIOB
(cymamen). Beuepom 19.07.14 nosBuiuch 60i1u B xkuBOTE, « CKOPOH MOMOIIBIOY» C AUArHO30M
«Ocrtperii anmerauut? JIBycToponnsst maeBMOHUS? OCTPBIi MEHHHTUT?) AEBOYKA TOCTAB-
neHa B OonpHUIly M. 3.A. banuisieBoi u cpasy ke roClHUTaIM3UPOBaHA B OT/ICICHUE PEaHH-
Mauuu ¥ uHTeHcuBHOU Tepanuu (OPUT) B cBs3u ¢ BhIpaKeHHBIM TOKCHMKO30M. OcMOTpeHa
XHPYProM, aHECTE3U0JIOTOM, TIeHaTpoM, poBeaeHo Y3U. BrisBiena renarocruieHoMeranus
(meuens +3 cMm, ceneszenka +2,5 cm). Housto 20.07.14 mpu mpocMoTpe TOHKOTO Ma3Ka KPOBH
B skcnpecc-naboparopun OPUT (ToncTas Kamiisi KpOBU HE HCCIEAOBANACh) B APUTPOLIUTAX
oOHapyxeHbl Tpodo3zoutbl Plasmodiumfalciparum (Bo3Oyautenb TPONMUUECKOH MalsipUM).
Mapasuremust nocrurana 786000/mkn. C 20.07.14 pebeHOK monydan BHYTPHBEHHO XHHUH
(210 mr/cyTku), Ha 3TOM (QOHE Mapa3uTeMuss yMEHbIIWIACh 10 1500/MKJI, HO HapaCTalu MPH-
3HAKH [IOJIMOPTaHHON HEAO0CTATOYHOCTH, OTMEUAJIOCh CHIDKCHHE TUype3a ¢ HapacTaHHEM MO-
YEeBHHBI U KPEaTHHHWHA B CHIBOPOTKE KPOBH, HECTaOWIIbHAs reMOJUHAMUKA, [TOTpeOOBaBIIas
Ha3HA4YeHUs KapAHOTOHUKOB U Ba30IIPECCOPOB, IepeBoa pedbenka Ha VIBJI.
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Pesynbrarel 06cnenoBanus B 6onpHULE UM. 3.A. BanuiseBoii:

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 cex), antutpomous 11 38% (1=75-140%),
XaremaH-3aBUCHMbIH (pubprHonu3 >10 MuH (H=4-10 muH).

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

Buoxumuyeckuii ananu3 kpou 19.07.14: oOuwmii Oenox 63 r1/1, oOmMIA Kanbluit
2,08 mmonw/n, AnAt 114,7 En/n, obumii 6unupyoun 108,9 MxMomnb/i, mpsMoi Ouiupy-
oun 76,7 Mkmomnb/n, moueBuHa 30,7 MMOJB/N, KpeaTWHHH 218 MKMOJB/J, XOJEeCTEpUH
2,65 MMOITB/1, TPUTITUIEPUIBI 4,4 MMOJIB/J, TJTFOKO3a 2 MMOJIB/JI.

V3U: nmeeTcs BeIpaxXeHHAs remnarociuieHoMeranus, quddy3Hsle N3MEHEHNS TapeHXH-
MBI TI0YEK, BHIPQKCHHOE MOBBIMICHUE ePH(EPUIECKOro CONPOTUBIICHNS PEHANTBHBIX COCYZIOB
(uto xapakrepHo s OITH). Acrut. JKuakocTs B mieBpanbHBIX HOMOCTSIX.

Takum o0pa3oM, y pedeHKa UMENI0 MECTO Pa3BUTHUE CHCTEMHOI BOCHAIUTENIBLHON peak-
L[UM, CHHAPOMA TUIIOKOAryJIsalul, OCTPOH MOYEYHOH HENOCTaTOUHOCTH, OCTPOM ME€4E€HOUYHOU
HEJJOCTaTOUYHOCTH, YTO XapaKTEPHO JUIS TXKENOro TEUECHUS. TPOIHMYECKON MaIIpuUu NPU HO31-
HEM Ha3HAYCHUU TEPANH aHTUMAJIIPUHHBIMU MpETapaTaMu.

23 uronst 2014 roga Ha GoHE HapacTaHMs FMIEPTUAPATALUM U FMIEPA30TEMHUU PEOCHOK
nepeseneH B otaenenue remonuanusa JJKI'b Cesroro ka3 Brnagumupa.

[Ipu mocTymieHun B OTIENEHHE TeMOIMAIN3a COCTOSHUE OYeHb Tshkenoe. Jluxopaaka
orcyTcTByeT, koxkHast t* 36,7°C. KoxxHble TTOKPOBBI CMYTIIBIE, YHCTbIe. BHIMMBIE CIIM3UCTHIC
OnenHble, BnaxkHble. OTEKH BeK, KOHEUHOCTEH. J[pIxaHue MpoBOAUTCS BO BCE OTHEIBI, BHICITY-
IIMBAIOTCSI CYXHE U BIAXHBIC pa3HOKaIHOCpHBIE XPUIIBI IO BceM moisM. [IpoBomutcs WBJT
¢ yacTotoit apixanus 18-22/muH, 40% kuciaopomoM. 'eMonnHaMuka HeCTaOUIbHAS, TIOCTOSH-
Has KapJUOTOHUYECKas MOAJepKKa JOMAMUHOM U HOPaJApeHaIMHOM. TOHBI cepilia pUTMUY-
Hble, Taxukapaus 1o 135 B muH., AJ] ot 70/30 no 120/67 mm pr. cT. JKMBOT B3IyT, TPYIHO
noctyreH nanenanuu. [ledens +3 cm. Ctyna npu ocMotpe He Obuto. [IpoBeieHa MyHKIIMOHHAS
KaTeTepu3alys JeBoi OepeHHON BEeHbI AUaTN3HbIM KareTepoM Nell,5, TOK KpOBH XOPOIIUiL.
Ha penTrenorpamMmMe opraHoB IpyJHOH 1 OPIOLIHOM MOJOCTEH UMEIOTCS MPU3HAKU HHTEPCTH-
IIMAJIBHOTO OTEKA JIETKUX, Pa3lyThle MEeTIH KUIIEUHNKA, CBOOOIHOTO Ira3a B IOJIOCTIX HE BbI-
aBieHo. ITo ypeTpaibHOMY KaTeTepy OTXOAUT Moda Oyporo IBeTa.

B OGuoxumMuueckoM U 0OlIEM aHalu3axX KPOBH KpeaTWHHH 357 MKMOJIb/JI, MOYEBUHA
44 mmonb/n, TpomoOouutonenus (104 Teic/mMm3), anemus (78 /1), THIIONPOTEHMHEMHS, Me-
tabonmuyeckuit anmuao3. Ha ¢oHe mNpoBOAMMOro JeUeHHS YAAIOCh YBEIUYUTH IUype3
mo 1400 mn/cyTtku, nanmeHTKa Obula 3kcTyOuMpoBaHa. OpmHako, 29 wurons 2014 roma
B 10.00 yTpa cocrosiHue peOeHKa yXyIIINIOCh, MOSBUINCH TAXUITHOD U TaXUKAP/Us, CMCHHB-
masics Opaaukapaueit. HecMoTps Ha mpoBonumMele Meponpustus, B 10.30 HacTymuma ocTaHOB-
Ka CEepAEYHON NEeATeNbHOCTU, PeaHUMMALMOHHbIE MEPONPHUATHS OKa3aJIUCh 0€3yCIHENIHBIMU.

Ha naHHOM KJIMHHYECKOM IIPUMEPE Mbl AEMOHCTPUPYEM HEOOXOAUMOCTH COOIIOACHUS
npaBui 00cIe0BaHUs peOeHKa ¢ IMXopaaKoil, mpubkiBLiero u3 Pecnyonuku I'abon. M3Bect-
HO, 4TO ['abOH OTHOCHUTCS K CTpaHaM, SHIAEMHUYHBIM 110 TPOIMHUYECKON MaJSpHH, IIie BEPOST-
HOCTb WH(QUIIMPOBAHUS COXPAHACTCS KPYDIblid Tof. [I0CTOSHHOE MOSIBICHHE JINXOPAIKU B Be-
YEepHHUE Yachl C PE3KUM yXYIIIEHHEM CaMO4YYBCTBHs peOeHKa TpeOOBaio OT Bpaya-leguarpa
Ha3HA4YEeHUS MCCIIENOBAHUS TOJCTOM KaIUlM KPOBH JUIS MCKIIOUCHMS Majsipuu. Tporudeckas
MaJsipust OblTa JHarHOCTHPOBAaHA TONbKO pu noctyruiernd B TIAI'D, Ha 6 nens manudecra-
UK OOJIE3HH, YTO SIBUJIOCH IPUUUHON HEAPPEKTUBHOCTH MPOBOIUMOI TEpaIIHH.
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4.4.3. JlediiMaHuo3.

[TpuunHOIi renaToMerani MOXKET ObITh BUCLIEPAIIbHBIH JICHIIMaHNO03 (M3BECTHBIN TaK¥Ke
noj Ha3BaHueM «Oose3Hp Kana-azap») — XpoHHUeckoe HH(EKIMOHHOE Mapa3uTapHoe 3a00-
JIeBaHKE, KIMHUYECKUMHU TPHU3HAKAMU KOTOPOTO SIBJISIOTCS HEMOCTOSIHHAs JIMXOpanka (MHO-
raa gocruraromas 41°), rematocruieHOMeranus, aHeMHs U JICHKOTIEHHs, OJIeIHOCTh KOYKHOTO
IIOKPOBA, PECIUPATOPHbIE HAPYLIEHUs, IOBEPXHOCTHBIE IT€MAaTOMBI B BHUJE «CHUHSIKOBY», IPO-
rpeccupyomue c1abocTb U UCTOLEHUE, TuMpaneHonarus. IIpy oTCyTCTBUM JI€UEHHS MOXKET
HACTYIUTS JIeTaabHbIN ucxoq [28]. Bnepssle BO30yauTenb Jednmanno3a Ob11 BeiaeaeH B 1903
rogy YunbsamoM Jleiimmanom B Muauu. Leishmania nokanusyercst B KI€TKax PeTUKYI0-3H-
JOTENTHANBHOH CHCTeMBI. VICTOUHNKOM HH(UIMPOBAHUS SBISAIOTCA Opoxsdne codaku. Yaime
BcTpeuaercs B CpeanszeMHOMOpbe (0CTpoB Maiibra), B TPOIMYECKUX U CyOTPOIMYECKUX pe-
THOHAaX.

Junarnocruka. IIpoBegeHue MyHKIMU KOCTHOTO MO3Ta, HNO3BOJISIOLICH BBIABUTH BHY-
TPHUKIJIETOYHO PACIONOKEHHBIX BO30ymuTeneil teiimmMannosa. OnpeneneHne THTPOB aHTHTET
K JIEHIIMaHHO3HOMY aHTUTECHY.

4.4.4. llucrocomo3 (1IMCTOCOMHUA3, HIUCTOCOMATO3, OMIIBrapIIHO3).

HIugp no MKB-10: B65.

OCHOBHBIM BO30yaUTENEM IIMCTOCOMO3a siBisieTcst Schistosoma haematobium, xotopas
BrepBsle Obl1a onucana Theodor Bilharz B Kaupe B 1851 rogy. B xinnnueckoil kaprune 6o-
JIE3HU JOMUHUPYIOT FeMaTypHs M HapacTaloIie IIOBPEXICHHS MOYEBOTO TPAKTa, CIIOCOOHEIE
IPUBECTH K JIeTabHOMY Hcxoxy. Kpome Schistosoma haematobium, Bo3Oynurenem mmctoco-
Mo3a MoxeT OBbITh Schistosoma mansoni, BEI3BIBAIOIIAs TACTPONHTECTHHAIBHBIC HAPYIICHUS
1 IOpakeHHe NeYeH:. DHIEMIYHBIMH I10 IIICTOCOMO3Y SBIISAIOTCS paiions! BepxHero m Hux-
nero Huna B Erunte [89].

Juarnoctuka. B paiioHax, SHAEMUYHBIX 1O IIUCTOCOMO3Y, TTOKA3aHO HCCIIEIOBAaHUE
MOYH, TTO3BOJISIFOIIEe OOHAPYKUTH reMarypHo. HeoOXxoauM TiaTenbHbIi cOOp aHaMHes3a C 1ie-
JBI0 YTOYHEHHS MaKporeMaTypuH. SIiIa reTbMIHTOB MOXXHO OOHAPYKUTh MPH MUKPOCKOTINH
(bekanuit 1 MOYH.

4.5. BoJ1e3HM KPOBH M renaroMeraJims.

Jnsa GonprrHCTBa OOJIe3HEH KPOBH M KPOBETBOPHBIX OpPraHOB, BKJIIOYas xeje3onedu-
LUTHYIO aHEMHIO, XapaKTEPHO yBEIMYCHHE TICUCHH M CENIe3eHKH, ONHaKO nuddepeHunponars
WX MOJKHO TOJIBKO TPHU U3YYEHHUH Ma3KOB KPOBU M KOCTHOTO MO3Ta, ONpEesICHUN YPOBHS Ie-
MOIIIOOMHA, TMPOBEICHUH CIOXHBIX OMOXMMHUYECKUX M HHCTPYMEHTAIbHBIX HCCICTOBAHHM
[14, 18, 73, 76, 77, 81]. B HameM mocoOuu paccMaTpHBaIOTCS BAPUAHTHI BPOKICHHBIX T€MO-
JIUTUYECKUX aHEMUH U reMo(arouTapHbIil CHHIPOM.

4.5.1. HacnencrBeHHbl# chepouuTos.

HacnenctBenHblii chepouuro3 (WIM HACIEICTBEHHAs TeMOJIMTHUYEcKas cdeporurapHas
aHemus) Obu1 BepBble onucad B 1871 roay. B crpanax CesepHoii EBpomnsr u CeBepHoil Ame-
puKHu BeTpedaercs ¢ yactoToi 1/5000 xxuBopoxaeHHBIX. KIMHNUeCKHe NPU3HAKH BAPEUPYIOT
OT aCUMIITOMATU4eCKUX GopM 10 GyIbMUHAHTHON reMonutudeckoil anemuu [30]. 3abonesa-
HHE UMeeT ayTOCOMHO-IOMHHAHTHBII U ayTOCOMHO-PELeCCUBHBIH TUITEI HACTICAOBAHHUS.
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MIugp no MKB-10: D58.0.

ITaTorene3. B ocHOBe nedpexTa 3pUTPOIIUTOB JIEKUT Ka4eCTBECHHBIH U KOJINYECTBEHHBIH
NePUIUT CTPYKTYPHBIX MIPOTEHHOB NMOBEPXHOCTHOW MEMOpaHbl — CHEKTPUHA M aHKHUpPHHA.
Jedext cTpykTypsl MeMOpaH 3pUTPOLMTOB MPUBOAUT K MOTEPe UMM HOPMANbHOH (hOPMBI
JIBOSIKOBOTHYTOTO JMcKa (puc. 55) u npuobperenuto ¢popmel mapa (chepynsuus). [TonoOHbie
SPUTPOLUTHI OBICTPO pa3pyIIaloTcs B cele3eHKe. BeaeacTBue paHHel rubemd 3pUTPOIMTOB
yMeHbIIaeTcs uX KomndecTBo. Chepymarys SpUTPOLUTOB IPONCXOTHUT TOIBKO B TepHdepmde-
CKOH KPOBH, HO HE B KOCTHOM MO3Te.
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Puc. 55. PerukynounTos u cheporuros y 12-eTHeld 1eBOYKH ¢ TeMOIUTHYECKON
ceponurapHoii anemueii [30]

Kaunauka. ¥ GONbHBIX BBISIBISIOTCS O0IIME CUMIITOMBI aHEMUH (ci1aboCTh, TOJIOBOKPY-
JKeHHUE, OJIBIIIKA, TAXUKAP/ANS) B COUYETAHUH C KEITYXO0i, O0JIIMU B JIEeBOM moxpedepbe (cruie-
HOMETaJHsl) U MEePHOIUYECKUM IOTEMHEHHEM MOUYHU. XapakTepHa OOJIE3HEHHOCTh B MPaBOM
nogpebdepbe (rematomeranus). THIMYHO HaJIMYHE PA3IMYHBIX TOPOKOB PAa3BUTHUS (TOTHYECKOE
He00, MEUKPODTAIbM, CHHIAKTIINS, MOMUAAKTHINSA). [IpH YacThIX TeMONUTHIECKUX KpH3ax
TIOSIBIISTIOTCSL KOCTHBIE J€CTPYKTHBHBIE H3MEHEHHS (Pe3ysIbTaT MaToJIOTHYeCKOr0 SPUTPOIOd-
3a), OTCTaBaHHE B TICHXOMOTOPHOM Pa3BUTHH, Pa3BUTHE KEITYHOKAMEHHON Oone3Hu. ['eMomu-
THYECKUI KPU3 MPOSBISAETCS MHTCHCHBHBIMH OOJISIMH B OOJACTH NEUYEHH, CEJIE3CHKH, 03HO-
00M, TIOBBIILICHHEM TeMIeparypsl Tena 10 39—40°C, pBoTol, YCHIICHUEM KEITYXU U aHEMHU.
MeTonbl HccleI0BAHMS.
» OOt aHATTU3 KPOBH (BBISBISIFOTCS M3MEHEHHBIC SPUTPOLIUTHI).
* OnpezeneHue OCMOTHYECKOM CTOHKOCTH SPUTPOLIUTOB (CHU)KEHA).
* BruoxuMuveckuii aHaau3 KpoBH (TIOBBIIICH HETIPSIMOH OUITMPYOHH).
» Knunnyeckas kapTuHa O0JI€3HH.

IIpornos. bnaronpusTHLIA.

4.5.2. IlapokcusMaibHAsI HOYHAS FeMOIVIOOUHYPHSI.

MIugp no MKB-10: D59.5.

Iarorene3. Ilapokcu3manbHas HOYHAs TE€MOTIOOMHYpPHUS SIBISIETCS PE3yIBTaTOM II0-
SIBJICHUSI KJIOHAa CTBOJIOBBIX KJIETOK C mpuoOpeTeHHO# mytanmeid rena PIG-A. Oto mpuso-
JUT K HapyIIEHUIO cuHTe3a rukosuinpocharuammmuosurona (GPI) u nepunury Bcex GPI-
CBSI3BIBAIOIINX NPOTEMHOB Ha MOBEPXHOCTH LUPKYIUPYIOMNX KIETOK KPOBH. MITOTOBEIM pe-
3yJBTaTOM SBJIAETCS BHYTPUCOCYIUCTBIH KOMITIEMEHT-OIIOCPEIOBAaHHBIH JIN3UC SPUTPOLIHTOB
[15] u pa3BuTHE TpoMOO3a BOPOTHON BEHBI, APYTUX BEH IEUEHH U CENIC3CHKH.
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Hapsiny ¢ nmaromorndeckoit momyssiueil SpuTPOLUTOB COXPAHSETCS U YacTh HOPMaJlb-
HBIX KJICTOK, UMEIOIINX HOPMAJIbHBIM CpoK ku3HH. OOHapy)XeHbl HapyLIEHHsS B CTPYKTYype
TPaHyJIOUUTOB ¥ TPOMOOUMTOB. bose3Hb He sBIsieTCs HaCIeICTBEHHOM, HO KaKHe-TH00 BHEII-
HHE (aKTOpbI, IPOBOLMpYIOLIME 00pa3oBaHue Ne(PEKTHON MOMyISLUMN KIETOK, SBIIIONEHCS
KJIOHOM, T. €. IOTOMCTBOM OJIHOHM IepPBOHAYAIbHO M3MEHEHHO! KJIETKH, Hen3BeCTHEL. [Ipounc-
XOXJICHUE NTApOKCH3MOB FeMOIIOOMHYPHHU OcTaeTcs HesicHbIM. ITapokcu3M CBs3aH He CO Bpe-
MEHEM CYTOK, a CO CHOM, KOTOPBIH JTHEM TaK)Ke MOXKET BBI3BAThH KPH3.

Knunuxa. J{ng napokcu3MaabHOH HOUHON reMOIIOOMHYPUH XapakTepHa TpHaja IpH-
3HAKOB: TeMOJIMTHYECKasi aHEMHUS, [IUTONICHNH W BBICOKHH PUCK BEHO3HOTO Tpombo3a [15].
3aboseBaHue 4Yalle Pa3BUBAETCS IMOCTENEHHO, MHOTNA OCTPO, C BO3HUKHOBEHHMEM I€MO-
JUTHYECKOTO Kpu3a. DTOMY MOTYT IPEIIICCTBOBATh MH(EKINH, HHTOKCHKAIIUH, KOHTAKT
C TOKCHYECKHUMH BeulecTBaMU. Y OOJBHBIX OTMEUYAIOTCs CNaboCTh, OJpIIIKa, cepanedneHue,
TOJIOBOKPYXKEHHE, KEATYIIHOCTb CKJIEP U KOXKHBIX IOKPOBOB, MOYa TEMHOI'O 1IBETA (F€MOIJIO-
OuHypHs), TOJOBHBIC 0OJH, OOJU B KUBOTE, CIUICHOMETAIHs, TPOMOOGICOUTHI pa3IuuHON
JIOKaJIU3alHu.

MeTtoasb! uccae10BaHMA:

* [ToBblIIeH HEKOHBIOTMPOBAHHBIH OUIHPYOHH.
* XapakTepHbI PETHKYJIOINUTO3, FEMOTIIOOHHY PHSI.
* Onpenenenue % copepxanusd GPI-HeraTuBHBIX KIETOK (Y HEKOTOPBHIX OOJBHBIX MX
YpOBeHb HOBbIIIaeTcs 10 97%).
IIporuo3. OTHOCUTENIBHO OIATONPUATHBIN.

4.5.3. Tanaccemusi.

Tamaccemust — BpOXKA€HHOE 3a00JI€BaHNE C ayTOCOMHO-PELIECCHBHBIM THIIOM HACIIeI0BaHHUS,
B OCHOBE Pa3BUTHSI KOTOPOTO JISKHUT AUCOATaHC MEXIYy CHHTE30M O U 3 — menei rmobGuHa
[14]. Tun o—TanacceMuu TUATHOCTUPYETCS C POXKICHUS MPU NMPOBEICHUN CKPUHUHT-TECTOB
B 30HaX PacHpOCTPaHEHUs JaHHOTO THUIIAa aHEMHUH, —TalacCeMUu — y AeTel ctapuie 4-6 Me-
csueB xu3HM [14]. HocutensMu reHOB TanmacceMum SIBISIIOTCS okoiio 150 MiH HaceneHHs
3emint (3% oT 0oO11ero yncia XKUTeNeH), KITMHAYECKHE IPOSBICHUS TalaCCEMHN OTMEYAIOTCS
y 15 mitH. OCHOBHBIMH PETHOHAMH PACIIPOCTPAHCHUS TAIACCEMHU SBITIOTCS CpeTH3eMHOMO-
pbe, apabckue 1 a3narckue cTpansl. CemayeT OTMETUTD, UTO 0i— TAJIACCEMHUS B OOJIbILECH CTETIEHH
XapaKTepHa JUls CTpaH, SHAEeMUUHbIX 110 Masipuu (FOxHast Aszus, Adpuxa, Cpennuit Boctoxk,
Wnpus), B — tanaccemus yamie Bcrpedaercss B cTpaHax CpenuszemHomopbs (I'peuus, Vra-
nnsi, UcnaHus), O4eHb BEICOKHH YPOBEHB PaCHPOCTPAHEHHOCTH B — TaJJaCCEMUH Ha OCTPOBAX
Kunp, Capaunmst, Mansra [14].

HIugp no MKB-10: D56.

IlaTorene3 u kanHuKa 6ose3uu. CuHTE3 O-1eMNeil roduHa KonupyeTcs 4 TeHaMu, CTe-
ICHb BBIPAXKCHHOCTH MyTaLIldI)’l KOTOPBIX ONIPEACIIACT KIIMHUYCCKYIO KapTUHY U reMaToJIoOru4e-
CKyI0 KapTuHy (puc. 56).

Tax, eciu U3MEHEH TOJIBKO OJIMH I'€H, PEOCHOK SIBISICTCSI HOCUTENICM U HE IMEET KIIMHUKN
Oone3Hn. MyTaluy B IByX FeHaX IPOSBILIOTCS MaJIOi o-TaacceMuei, B TpEX — FeMOTIIOOHHO-
narueit H, yeTsipex — GonbIIoi o-TanacceMueid, nin «petanrbHON BOASHKONY (JI€TaabHBIH UC-
XOJI HACTYMaeT BHYTPUYTPOOHO HITH Cpa3y MOCIIE POXKICHUS). f-TalacceMus BBI3bIBACTCS MY-
Talyel TeHOB, KOOUPYIOLINX cuHTE3 P-uenei roduHa. M3secTHbl Tpu (HOpMBI B-TamacceMuu:
Maiasi, CpefHss (MM MpoMexyTouHasi) U Oosbiast [ 14].
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Puc. 56. Masok kposu npu Tanaccemun (Wikipedia, 2015)

Manas TanacceMusl He UMEET BHEIIHHUX IIPU3HAKOB 3a00JI€BaHuUs, aHANIN3bI KPOBU HOP-
MasipHbIe. Masasi TanacceMus, Kak MPaBHJIO, BBIBISETCS CIydalfHO, OOHApYKUBAETCS TIPH
yIIyOIeHHOM 00CIIeIOBaHH! POIICTBEHHUKOB OONBHBIX TalacCeMHUEH.

[lepBble npu3Haku OONBLION [-TasacceMUM MOSIBISIOTCS yKE B IIEPBBIE JIBa TOJa KU3HU
U XapaKTepU3YyIOTCs TSDKENIOW aHeMuel, Hepeako Tpelyroulel reMorpanchy3uid, 3a1epKKoi
¢H3qucxor0 pa3BUTHsA, CKCJICTHBIMU aHOMAJIUAMU, TAXUITHOI.

Mertonp! uccnenoBanus. OCHOBHBIM B IMarHOCTUKE TalaCCEMUHU SBIIAETCS ONpe/IeeHUe
(heHOTHIIA TEeMOTIIOOMHA ¢ TIOMOUIBIO ANIEKTpodopesa, Xpomarorpapuu, CIeKTPaIbHOro aHa-
nu3a. Hepenko ucnons3syrorcs TP 1 ummyHOoQepMeHTHAS THATHOCTHKA.

IIporno3. OTHOCUTENBHO OIArONPUATHBIN.

4.5.4. CepnoBugnokierounas anemusi (Hemoglobin S disease).

Hacnenyercst mo ayToCOMHO-PEIIECCHBHOMY THITY C HETOJIHBIM JIOMUHHpOBaHHEM. Pac-
MPOCTpaHCHa B pEruoHax, SHACMUYHBIX 110 MaJIIPHUUA.
Mugp no MKB-10: D57.

Puc. 57. Ma3ok kpoBu IIpH cepnoBugHOKIeTouHOM anemuu (Wikipedia, 2015)

Iarorene3. CeprnoBUIHOKICTOUHAS aHEMHUsI — 3TO HACICIACTBEHHAs TeMONIOOHHOIA-
THS, CBSI3aHHAsl C HAapYIICHHEM CTPOCHHS reMOINIOONHA, IIPH KOTOPOM OH IIpHOOpeTaeT 0co-
0oe kpucramuueckoe crpoerue — remorioous S (HbS). Tlox BnusiHEEM T'MIIOKCHH, alnao3a
U KJIETOYHOH AETHApaTaluy MPOUCXOMUT BHYTPHUKIIETOUHAs moiuMmepu3anus HbS, Bemxymas
K U3MeHeHuio (opmel sputpormTa (hopma cepra, puc. 57), 4TO W Jaj0 HA3BaHHUE ITOMY
3a0omeBanuio [18].
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B pesynbrare puHamuyeckoro BzammopeHcTBus HbS-3puTponuToB ¢ 3HIOTENHEM Ka-
MTUUIIPOB OTMEYAIOTCSI MUKPOBACKYIISIPHBIE OKKITIO3HH, HIIEMHS U perepdy3usi, COCYIUCThIH
7 BOCHAIUTENBHBIN CTpecc, HapacTaHHE YPOBHS OKCHAA3, BOCIAIUTENHHBIX LIUTOKHHOB
1 MOJEKyNn anre3uu. IlepednciieHHBIE MATOreHETHYECKHe OCOOCHHOCTH SIBISIOTCS OCHOBOM
UL XPOHHUYCCKOI0 IreMojin3a SpUTPOLMUTOB U pa3sBUTHA aHCMHH, THIIOKCHUH, XOJICJIMTHA3a,
THIIEPKOATYJISIIAY U BACKYJIOMATHA.

Kaunuka. B 1974 u 1978 rr ObUI0 BBEICHO MOHATHE «CEPIIOBHIHOKICTOYHAS OOJIC3HBY
[81], koTopoe 4éTko oTpakaeT Te mpoliieMbl, KOTOpbie UMeeT pedbeHok ¢ HbS-anemueii. Cep-
MOBUIHOKJIETOYHAsA aHEMUS KIIMHUYCCKU XapaKTEPU3YyEeTCs CUMIITOMaMU, BbI3BaHHBIMH TPOM-
0030M COCYIOB Pa3IMYHBIX OPTaHOB, U TEMOJHUTHYCCKON aHeMuel. ManudecTamus 00JIe3HU
MOXKET OTMEUaThCs ¢ S-MeCSYHOT0O Bo3pacTta. CTereHb TSHKECTH aHEMHUH 3aBUCHT OT KOHIICH-
Tpauuu HbS B aputporure: yem oHa 00Jblile, TEM IpYe CUMITOMATHKA. YPOBEHb FeMOTIIOOHHA
MoxeT Kosebarses ot 59 no 125 r/a [81]. Knunuueckas kapruna HbS-anemun umeet Heckob-
KO CHHIPOMOB: 00JIEBOI KpHU3, OCTPBII TOpaKalIbHBIA CUHAPOM, OaKTepHaNIbHBIN CETICHC, CEBe-
CTPALMOHHBIA KPH3, aITACTHIECKUI KpU3, OCTPHI HIIEMHYEeCKHH HHCYIBT, cuHapoM Girdle,
[IpUaIu3M.

Haunbonee HenpusTeH [yis eTell 00JIeBOW CHHIPOM, KOTOPBIH Yallle MPOTeKaeT B BUAE OC-
canruil u aprpanruil. I[Ipudaunoi 3Toro sBnsercs qenonuposanue HbS-3puTpouTos B Kanui-
Jisipax KOCTHOM TKaHH, YTO MPHBOAMT K TpomMO0o3aM, HH(apKkTaM U HeKpo3aM KOcTH (puc. 58).

CrenyromyM dSTarmoM sBIsIeTCs OakTepuaibHas KOJIOHM3AIMS HEKPOTH3MPOBAHHBIX
Y4acTKOB U pa3BUTHE ocTeoMuenuTa. B 71% ciaydaeB B HEKpOTHU3HMPOBAaHHBIX y4acTKaxX Bbl-
SIBIISIETCA callbMOHeIa, yaie Salmonellaspecies[81]. Uactora ocreomuenuta y aereii ¢ HbS-
anemueit nocruraet 61,4%. OngHako JMXxopaka BCTpEYaeTcs pelko, MoJaBstomnee OOIbIINH-
cTBO aetelt (82,5%) nmerot Temmneparypy Hioke 37° [81], 4To 3aTpyIHSAET MOCTAHOBKY JHArHO-
3a. Occanruu u aptiaaruu ormeuarorcs y 80,7% manueHros.

Boinbliyro onacHOCTb HpPEACTAaBISIOT CEKBECTPALIMOHHBIE KPU3bI, Pa3BUTHUE KOTOPBIX
BO3MOXXHO € 3-MecsiuHOro Bo3pacta. OueHb PEAKO CEKBECTpPAlMOHHBIE KPU3bl OTMEYAIOTCS
y neteii ctapiie 6 set. CekBecTparysi KpOBH B CElIE3eHKE MPUBOIUT K €€ OCTPOMY yBeJde-
HUIO U MaJICHUIO reMoIo0MHA B nepudepudeckoid kposu 10 20 /1 [18] mpu HopMabHOM WA
TOBBIIIICHHOM YPOBHE PETUKYJIOIHUTOB. B TSHKETBIX CITydasx MOXKET Pa3BUThCS TUIIOBOTIEMHYC-
CKHH IIOK ¥ JICTAIBHBIA CXOJ B TCUCHUE HECKOIBKUX YacOB.

[leyeHouHast ceKBeCTpallsi OTHOCHTCS K PEAKHM, HO OY€Hb TSDKEIBIM OCIIOKHEHHUSIM
HbS-anemuu, cBs3aHHBIM ¢ OOCTPYKIIMEH MEUEHOYHOTO CHHYCOUAATBLHOTO KPOBOTOKA. B 3TOM
CJIy4dac BBIABJIAIOTCS BbIpaXXCHHAs IreéraToMeraius, aHeMus U pETUKYJIOLINUTO3.

It ]

Puc. 58. Yronmenne HaIKOCTHHIIBI, Cy>KEHHE U CKIEp03 KOCTHO-MO3TOBOTO KaHaja
y 9-nernero Manpuuka ¢ HbS-anemuetii (a). JIBycTopoHHMIA akanuiiapHblid HEeKpo3 (0)
snudu3a rooBKH OeapeHHo koctn y 12-nerHei neBouku ¢ HbS-anemueii [81]
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BonbIIMHCTBO OOBHBIX C TXKENOH (GOpMOI ceproBUAHO-KIETOUHOM aHEMUHU HOrudaer
B TEUEHME 5 JIET, a IEPEKUBILIE 3TOT CPOK BCTYHAIOT B TPETHI IIEPUOI, KOTOPBLIl XapakTepu-
3yeTcs IpH3HAKaMH HEPE3KO BBEIPaXXEHHOM reMoIuTHIecKol anemun. Cene3eHKa y HUX 0OBId-
HO He MaJbIHpyeTcs, Tak KaK MOBTOPHBIC HH(APKTHI IPUBOIAT K €€ CMOPIIUBaHMIO. [ledeHs
ocCTaeTcsl yBEINIECHHOW, HEPaBHOMEPHO YIUIOTHEHHOM, a JacThle MHO)EKIIMN MPUHAMAIOT He-
PEIKO CENTHYECKOE TeUCHHE.
MeTtoab! uccae10BaAHUSA:
1. Dnekrpodope3 reMOrIOOHHA: BBISBIISETCS TEMOITIOONH S HITH €10 COUYETaHUE C TeMO-
1o6unoM F.
2. BBICOKOUYBCTBUTENbHAS KUIKOCTHAS XpoMarorpadus
3. XapakTepHasi KIMHUYECKas U TeMaToIoTHIecKasi KapTUHa.
IIporuo3. HeGnaronpustHslil. I[IpofomKUTeIsHOCTS XU3HU Konebneres ot 14 no 60 et
B 3aBUCHUMOCTH OT Ka4eCTBa OKa3aHUsI MEIULIUHCKOM [TOMOIIY.

4.5.5. T'emodarouuTapHblii CHHAPOM (reMo(arouUTaApHbINA THM(OrHCTHOLNTO3).

3aboseBaHNe MOXET OBITH BPOXKAECHHBIM U MPUOOPETEHHBIM. [ €HETHYECKH IeTEPMHHH-
poBaHHBII remodaronuTapHbiii Tumdoructronuro3 (HLH) sBusercs BpoxaeHHBIM 3a0071e-
BaHHEM, UMEIOIIUM ayTOCOMHO-PELIECCUBHBIN THIT HaciaenoBaHus. MoxeT OBITh pa3ziesieH Ha
2 moArpymmsl: ceMelnblii reModarouutapuslii mumdoructruonurod (FHLH) n nmMmmyHonedu-
IUTHBIE COCTOSHUS ¢ abOMHU3MOM (cuHapoM Yeaunaka-Xuramu, cuaapoM [ puseniu 2 tuna,
cunapoM I'epmanckoro-Ilymaka 2 Tuna); pa3audHble NEPBUYHbIE UMMYHOIEC(UIIUTHBIE CHH-
Jpomsbl (tuMdonponudeparuBHas 601€3Hb, CLENIEHHas ¢ X-XpOMOCOMOH, X-CLEIICHHAs TH-
noramMmmanIoOynuHeMus 1 X-CleIUIeHHAas TsKenas KOMOMHUPOBAaHHAS UMMYHHas HEI0CTaTou-
HOCTb). Berpeuaerces ¢ uacroroit 1 Ha 50000 poguBmnxcst.

IIpuobpereHHbIi TeMO(arouuTapHelii TMMGorucTHonnTo3 M3yden mano [31, 94], Ho
€ro BeIyIIUMHU NPHYMHAMHU CUUTAIOTCS ayTOBOCIAIUTENbHBIE U ayTOMMMYHHBIE 3a00leBa-
HUSI, TAKHE KaK CHCTeMHas KpacHasl BOl9aHKa, 0oie3Hp CTHIDIa, IepMaTOMUO3HUT, CHCTEMHBIH
FOBCHWJIbHBIN MIUONaTH4YeCKuil apTput [31, 94], a Tarxke omyxoiu (370KauecTBeHHast TUMpo-
Ma, OOJNBIIEKJIETOYHAs arulacTudeckas auMdoma). CoracHO COBPEMEHHBIM TaHHBIM, TPHUT-
TepHBIM (paKkTOpOM ISl Pa3BUTHA reMo(aroUTapHOr0 CHHAPOMA SBISIOTCS MHGEKINOHHbIE
arents [31].

MIugp no MKB-10: D76.1 — remodaronntapHslii mumdoructuonuros; D76.2 — remo-
(haroruTapHbIi CHUHAPOM, CBA3aHHBIN ¢ HH(pEKIHEH

Matorenes. ['emodarouurapuslii cuaapom (I'@C) OTHOCHTCS K TSHKEIBIM KU3HEYTPOXKa-
IOIIUM 3200JIEBaHUSM U XapaKTEPU3yeTCs aKTUBALMEH TMCTUOLUTOB ¢ IPeo0nafaHueM reMo-
(paronurosa (puc. 59), KOTOPHIH OCYIIECTBIACTCS BCEMH OTACIAMH PETHKYIOIHI0TEIHATEHOMH
CHCTEMBI (BCJICICTBHE OCOOCHHOCTEH MaTOreHe3a B INTEPAType MOXKET BCTPEUaThCs Ha3BaHHE
reMo()aroqUTapHOrO CHHIPOMa Kak CHHAPOMAa aKTHBAIWU MakpodaroB). B ocHoBe KiIMHU-
YECKOM KapTHUHBI JISKUT Pa3BUTHE BBIPAKCHHOW BOCHAJIMTEILHONW PEaKIuK, 00yCIOBICHHOM
THITEPCEKPenne MPOBOCIAIUTENbHBIX IIMTOKMHOB (MHTEp(hepoHa-Y, pakTopa HEKPO3a OIyXo0-
JIM, UHTEPIICUKUHOB-6, 10 ¥ KoJOHHEeCTUMYIUpYOIIEero gakropa Makpodaros). Pa3BuBaercs
IIUTOIICHUS, KOAryaomaTus. Y Bcex OONbHBIX OTMeYaeTcs HapylIeHHe GYHKIMN eCTeCTBEHHBIX
KUWJIIEPOB, IIUTOTOKCUYECKUX T-KIETOK.
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Puc. 59. TemogarounTos 3putpounToB [52]

Kannuka. BpoxxieHHBIN TeHeTHYECKH JeTePMUHHPOBAHHBIN TeMO(aronuTapHbIi JTNM-
¢doructronutos y 70% nereit orMedaeTcs Ha IEPBOM IOy KU3HH ITOCIIE CBETIIOTO IIPOMEXKYT-
Ka ¢ MOMEHTa pOXJeHus. [TTaBHBIMI CHMIITOMaM# reMo(}aroruTapHOro CHHAPOMA SBISTIOTCS
MPOJIOHI'MPOBaHHAsA JINXOpaJaKa, rernaroMerajinusa U MUTOIICHUS. Hepem(o y 6OJ'IBHI>IX oTME4a-
€TCsl yBEIMUYCHHE JIMM(OY3JI0B, HEBPOJIOTHYECKHE CUMIITOMBI (IIapaliny, CyA0POTH), XKeNTyxa,
o0ycIioBlIeHHas! NPSMOM runepOunupyonHeMueii, coinb. Y OOJBIIMHCTBA JI€TEH BBISBISETCS
CIUICHOMETalHs, acIUT. BO3MOXEH BBINOT B IUIEBPAIBHYIO IMOJOCTH (pHC. 60).

Kimnnuyeckasi KapTuHa NPHOOPEeTEHHOro reMo(aroMTapHOro CHHAPOMA BKJIOYA-
€T 4 IaBHBIX MPU3HAKA: JIUXOPAAKY, TUM(aIeHONATHIO, TeIaTOMETAJIHIO U CIFICHOMETAIHIO.
JIOMI/IHl/Ipy}OLLlI/IM CHUMIITOMOM SABJISICTCS JIMXOpaaKa.

Bornee yem B 50% ciy4aeB oTMeuaroTCs LUTONCHHUS, HapylIeHne (QYHKIMHA Te4eHH, BbI-
pa)XeHHOE MOBBIIICHHE YPOBHS (pEpPPUTHHA U KOATYJIOIATHSI.

Puc. 60. YTonienne cTeHOK )KEIYHOro Iy3bIpsl U IEPUIIOPTAIbHAS THIIEPIXOT€HHOCTh
y 60JIbHOTO ¢ reModarouuTapHeIM JuMdorucruonntozom [117].

Mertons! uccienoBanus (quaraoctuaeckue kpurepuu [ OC):
* ceMeiHBIN aHaMHEe3 U TeHeTUYeCKoe OATBepKAeHUE TTpu BpokieHHOM [ DC;
* KJIMHUYECKHE U Jab0paTopHble KPUTEPHUH (JOIDKHBI IPUCYTCTBOBATH 5 U3 8 MPH3HAKOB):
— JIUXOpAJIKa,
— crueHoMeranus, Tp.< 1x10%/m,
— THINEPTPUDIULEPUACMUS U/WIK TUNOGUOPHHOTEHEMHUS,
— ¢eppurul > 500 MKr/m,
— sCD >2500/mm,
* CHWXCHHE aKTUBHOCTH WJIM OTCYTCTBHE HATYPaJbHBIX KUILIEPOB,
* reMo(aroIuros.
Iporno3. Hebnaronpustaeiii. [eModaronurapHblii CHHAPOM SBISIETCS OTHOH U3 TPH-
YUH OCTPOY NEYSHOYHON HEJOCTATOYHOCTH y JeTel paHHEro BO3pacTa.
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4.6. Onmyxo,14 MeYyeHn KaKk NPUYMHA renaToMerainu.
OmnyxoneBble NOPaXEHUs MEeYeHH MOTYT ObITh JOOPOKAadEeCTBEHHBIMU U 3JI0KAUECTBEH-
HeIMU[6]. [IepBbIe pa3BUBAIOTCS PEIKO U AMArHOCTUPYIOTCS CIy4alHO, BTOPbIE BCTPEYAIOTCS
yarie (puc. 61).

Puc. 61. Kommsrorepaas Tomorpadus: renarodnacroma (ITeikos M.H., 2014)

BropuuHoe mopakeHUE MEYEHU MOXKET BbI3BaTh IPOPACTAHUE B HEE 3J10KAUECTBEHHBIX
OITyXOJel U3 COCETHUX OPTraHOB — SKETUHOIO Iy3bIps, XKeIy/Ka, 000104HOM Kumky. [Teuens —
U3M1I00IEHHOE MECTO AJIsl OOIIMPHOTO METAacTa3UPOBAHUS OIIyXOJeH, CHAOXKAIOLIUXCSI KPOBBIO
3a CYeT MOPTaNbHOHN BEHHI (puc. 62).

OCHOBHBIM METOJIOM ANArHOCTHUKH OITYXOJX MEYEHH SIBISIFOTCS YABTPA3BYKOBOE HCCIIEN0-
BaHKe, KOMITbIOTepHast ToMorpadus [2, 8, 12, 26, 52].

Ormyxonu y AeTeid MOTyT MPOTEKaTh IO MACKOH HH(PEKINOHHOTO 3a00IeBaHHUs, JINXOPa-
KH HESICHOTO TeHe3a U CeIICHca, HalpuMep IPH aHAINIACTHYECKOH OOMBIICKICTOTHOH TUM(pO-
Me, OTHOcA1Ielcs K Tpynne T-KiIeTouHbIX TUMGOoM.

Puc. 62. KommbroTepHas ToMmorpadus: MeTacTa3bl B IIE4eHH Y OOJIHHOTO PaKoM
TOJICTOTO KHIIEYHHKA

4.6.1. Ananiactu4yeckasi, 6osabuexjaeTounas aumgpoma (ALCL).

Mu¢p no MKB-10: C83.2; C83.3.
Amnamactuyeckasi 6osbliexseTouHas tumMmpoma cocrasisieT 10 30% He-XOmKKUHCKUX JTUM-
¢dom y nereii. [To nannsiM Mosunjac M. et al. [52], B feTckoM Bo3pacTe HEPEIKO BCTpedaeTcst
atrunmaHoe Teuenne ALCL, st KoToporo XapakTepHO HaJH4He TUXOPaIKH, TeraTOMeTa i
(wnu renarocruieHoMeranun), JIBC-cuHapomMa, TakTaT-aiua03a, HeHTpoOUIBHOTO JTeHKOIH-
TO3a CO CIIBUTOM BJIEBO, TPOMOOLIMTONEHUH, YTO COOTBETCTBYET KJIIMHHUKE cercuca. B Ouno-
XUMHUYCCKOM aHAJIM3€ KPOBHU BBISABISICTCS MOBbIICHHE ATAT 1 ACAT, 11e704HOo# (ocdarasbl.
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ITpu Hcce0BaHUH CHCTEMBI TeMOCTa3a 00paIaeT BHUMAaHNE YAJIHHEHHE IIPOTPOMOUHO-
BOTO ¥ YaCTUYHOTO TPOMOOILIACTHHOBOTO BPEMEHH, IosiBIIeHHe [I-TUMEepOB, CHI)KEHHE YPOB-
Hs (QHOpHHOTCHA.

Kpome sTo0rO, y ZIeTel MOTyT OTMEUaThCsl IOYeYHas M ITeYCHOYHAs HEIOCTaTOYHOCTD,
OJIUTYpHS, IIOK, HA/JMOYEYHUKOBAsI HEAOCTATOYHOCTh, HHCYIBTH. K paHHUM IpU3HAaKaM OT-
HOCHTCS TIOsIBIIeHHE OoJiell HeONpeAeNeHHOI JIOKAIN3aMH, KA, CHMITOMOB OpOHXHAIb-
HOM OOCTpYKIMH (HAIlOMHHAIOIIMX aCTMATHYECKHH CTATYyC), CBINH, YTOMISEMOCTH, HOYHOM
nomIMBOCTH. OTCYTCTBYET 3HAYMMOE yBeIMYeHHUE Nepudeprdecknx mMpaTnueckux y3ioB.

Puc. 63. CxoruieHue kiietok oonpiiekineTouHoi mumdomsl (ALCL) B mpocBeTe KanuuiipoB
U COCYOHUCTOH cTeHke [52]

Puc. 64. Komnetotepras tomorpadus. [ematomeranus u Hecrenuduieckui
OTEK YKETYHOTO ITy3bIps y O0JIbHOTO ¢ TuMpoMoii [52]

KommerotepHas Tomorpadus n Y31 BBIBIAIOT yBeIHICHHAE IEICHN, PA3MEPOB JKETIHO-
TO IMy3BIPs, €r0 OTEYHOCTH (pHc. 64). MennacTHHAIBHBIE H PETPONEPUTOHEATbHBIE TNM(DOY3-
JBI YBEINYUBAIOTCS HE3HAUNTETbHO. [locTaHOBKA JUarHo3a BO3MOXKHA Moclie Mopdororude-
CKOT0 uccliieioBanus (puc. 63).

IMpr MUKpPOCKOTIYECKOM HCCIEA0BAaHUH BRIABIACTCS AU dy3HAS HHOUIBTPAIS MaJIHT-
HU3MPOBAHHBIMH KJIETKAMHM MOACIU3UCTOrO CJIOS MMIIEBOAA, KUIIEYHUKA, KEITYHOTO U MOYe-
BOro my3sips. Onpenensarorcs HHOUIBTPATHl B MApEHXUME IT0YeK, JIETKUX, TOMKEeTyI0uHOH
U IUTOBUAHOM >kelie3e, KOCTHOM Mosre u uMdoysnax. OTMedaeTcs: AuiaTays KanuwnispoB
B pe3yIbTaTe CKOIUICHUS KIETOK JIMM(OMBI, HHPUIBTPALUI COCYIUCTON CTEHKU.

BonbmmHCTBY nerei ¢ atunuunbeiM TeueHueM ALCL monadany cTaBUTCS OHMIMOOYHBIN
JIMarHo3 (Yale Cercuc).

IIporno3. HeGnaronpustHaIil.

VI.H. 3axaposa, M.JL. ITsixos, A.H. TopsitnoBa, 3.B. Kanoesa, E.A. ®unumnmoa 97



4.6.2. I'enarodacroma.

3noKkadecTBeHHAs OIyXOJb MeYeHH (pHc. 65), KOTopasi pa3BHBaeTCsl U3 SMOPHOHATBHOM

TUTFOPUIIOTEHTHON 3aKJIaKH.
Mudp no MKB-10: C22.2.

Puc. 65. T'enaro6nactoma nedyeHu. DnuTenuanbHbli Tun. Ilepuoa KiMHIYecKon
manudecrauuu (Wikipedia, 2015)

Kannuka. Onyxoins yalle BCTpeUaeTcs y JeTel paHHero Bo3pacTa, Iociie 5 JIeT )KU3HU
BCTPEYACTCs KpaﬁHC PEaKo. OCHOBHBIMH KIMHUYECKHMMH CHMIITOMAMHU SIBIISIOTCS 6I>ICTpOC
yBeIMYEHHE XKHUBOTA, CHIDKCHUE allleTUTa U aHOPEKCHs, JINXOpajKa, xkenryxa. Kak npasuio,
IpU 0OCMOTpe pedeHKa 0OpaIaroT BHUMaHHE Ha YBEJIMUCHHE PA3MEPOB KHUBOTA HIIH BBISBIISIOT
IIpU NaJbIIalMK OIyXOJIEBYIO MAaccy B IIPaBOM IoApedephe. Y MaJIYUKOB OIyXOIM BCTpeda-
I0TCS B 2 pa3a yatle, YeM y JI€BOUEK.

IIpornos. HeGnaronpustHeIi.

4.6.3. l'eMaHrnod’HI0TEIMOMA.

Omnyxonsb (puc. 66) XxapakTepu3yeTcsi MEATIEHHBIM POCTOM U HU3KOH CTENEHBIO 3JI0Kade-
CTBEHHOCTH.
Mugp no MKB-10: C22.3.

Puc. 66. Mopdonorus remanruosnaotennomsl (www. medicalplanet.su)

Kuaununka. [eMaHrnosHorenuomMa (CymecTByrOT J00pOKaueCTBEHHBIN U 3]I0Ka4eCTBEH-
HBII BapuaHThI 00JIE3HH) IEYECHU MOXKET MaHU(ECTHPOBATh Y AETEil IEPBBIX 6 MECSLIEB KU3HH.
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KnnandecknMu npusHakaMy sIBJISIOTCS T€NaTOMETalus, pBOTa, Auapesi, JKelaTyXa, aHe-
musi. Hepenko BhIABIIETCA CIy4alHO IpH Najlbnanuy xkuBota. I[Ipu 3110kauecTBEHHOM BapH-
aHTe 0O0JE3HU XapaKTEePHO ObICTPOE YXY/ILIEHUE COCTOSHUS, Pa3BUTUE KaXEKCUU, FeMOpparu-
YECKOIo acLuTa.

JleranbHblil UCXON HACTYNAET B TEUEHUE 2 JIET C MOMEHTA IOSBICHHUS TEPBbIX CUMITOMOB.

MeTtoasl uccaegoBanus. YibrpasBykosoe ucciaegosanue, KT, MPT.

IIporno3. HeGnaronpustHeIi Npy 3710KadeCTBEHHOM BapHaHTe 00JIe3HU.

4.6.4. 'emanruoma.

OTHOCHTCS K CAMBIM 9aCThIM )IOGpOKa‘IeCTBeHHI)IM OITyXOJISAM IICYCHHU.

Puc. 67. I'emanruoma neuenu (Wikipedia, 2015)

HIugp no MKB-10: D18.0.

Kmunuka. ITpoTexaeT O6CCHMITOMHO M JUATHOCTHUPYETCS CITy4aifHO. BO3MOXXHBI CHM-
IITOMBI C/IABJICHHS OITyXOJIBIO MPHIISKAIINX K Heil OpraHoB.

Metonb! ucciienosanus. Yiusrpassykosoe uccinegosanue, KT, MPT (puc. 67).

IIporuo3. OTHOCUTENBLHO OGIATONPUATHBIN.

4.7. CeMeiiHble reMOJIMTHYECKHE THNIePOMIMPYOHHEMHH.

CeMeifHBIC TEMONUTHYECKUE THIICPOMIHPYONHEMHH — 3TO IpyIIa 3a00JICBaHUH ¢ Ha-
CIIEZICTBEHHO OOYCIIOBICHHEIM HapyIIeHHEM OOMeHa OMInpyOnHa.

4.7.1. Cunapom Kuianoepa.

Hacnenyercst mo ayToCcOMHO-TOMHHAHTHOMY TUIY [2, 7]. IMeeT Tarxoke Ha3BaHHS: MPO-
CTasl ceMeiHas X0JIeMHusl, KOHCTUTYIMOHAIbHAS TUTIePOMINPYONHEMHSI, UIHOTIaTHIEeCKas He-
KOHBIOTHPOBAHHASI THIIEPOMIINPYOHHEMUSI, HETeMOJIUTHUECKAsl CeMelHast xKenTyxa. Breprie
3abosieBanue ObUTO AuarHocTupoBaHo B 1901 roxy dpaniry3ckum ractposHreposiorom Orro-
crernoM Hukonst JKunbs6epom.

Indp no MKB-10: E0.4.

IlaTorene3. B ocHoBe 3a0oieBaHus JSKUT BPOXKICHHBIM AepuuUT (epMeHTa ypH-
JTUH-1HdoCchar-TIOKypOHWITpaHChepasbl, CHHTE3 KOTOPOTO KOAMPYETCsS TPYIIOH TEHOB
(UGTgenefamily), o6ecrieunBaromux JeTOKCUKAIIMIO OHOMATEpUAIOB U MEMKAMEHTOB B Tie-
yend. Ho tonbko onuu red u3 rpynmbl (UGT1A1) oTBeyaer 3a KOHBIOTAIUIO OWIMPYyOUHA.
B pesynbrare camkenus aktuBHocT UGT 1 A1 pasBuBaetcs xentyxa. OnHUM U3 3a00J1€BaHUi,
B OCHOBE KOTOPOTO JIS)KUT cHIbKeHHe akTuBHOCTH UGT 1A 1, siBnsiercs cunapom XKunms6epa [33].
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Kaunnka. Cunapom XKunsbepa — camast yactast popma HaclIeICTBEHHOTO IUTMEHTHO-
TO remnarosa, Kotopas BeisBisieTcs y 1-5% nacenenus. CHHIPOM pacrpoCTpaHEH Cpeiu €B-
pomneiines (2-5%), asuaroB (3%) u adppuxanues (36%). 3aboneBaHne BIEPBBIE MPOSBIAETCS
B FOHOIIECKOM M MOJIOZIOM Bo3pacte, B 8-10 pa3 vaiie y MyX4uH. B OonbIIMHCTBE CllydaeB
CHUMIITOMBI 00JIe3HU MpOSBIsIoTes B 12-30 sieT, HO BO3MOXKHA MaHUdecTalus nocie 3-1etT-
Hero Bo3pacta. OCHOBHBIM KIIMHUYECKUM IPOSBICHUEM OOJIE3HU SBISIOTCA UKTEPUYHOCTH
CKJIEp W XKEJTYIIHOE OKpalInBaHHE KOXKHOTO OKpoBa. HapacTaHue kel TyXH BO3MOXHO MPU
crpeccoBbix cutyanusax, OPBU, nenmpaBmipsHOM MuUTaHUU (IpreMe OCTPOU, )KHPHOHM H XKa-
PEHOI1 MUK, aJIKOTOJIBHBIX HAIUTKOB). THIINYHO yCHIICHUE KENTYXH IIOCIIe IprueMa anabo-
JIMYCECKUX CTCPOUI0B, INTIOKOKOPTUKONIO0B, aHAPOTCHOB, pI/l(i)aMl'lI/IU,l/IHa, IUMETHWHA, JICBO-
MUIIETHHA, CTPENITOMHIINHA, CANUIMIaTa HATPUs, aMIUIWUIHHA, KOQEerHa, STHHUI-3CTPa-
JIMOJIa, MapaneTaMora, T.e. TeX MpenaparoB, B METa00IN3Me KOTOPBIX YYaCTBYET YPHIUHIH-
dhocoarmmokyponmi-Tpanchepasa. Kentyxa MOKET YCUITHBATHCS MOCIE TOJIONAHUS, PBOTHI.
MeToab! Hccle10BAHMS:
* 001U aHANMN3 KPOBH;
* O0IUI aHAJTU3 MOYH;
* ypOBEHb OMITHPYONHA B KPOBH — OBBILIEHHE YPOBHS 00IIero OMupyOrHa 3a cueT He-
npsMoii (hpakuny;
*mpo0a C TrojJofaHHeM — IOBBILICHWE YpPOBHS OwnnpyOMHa Ha ()OHE TOJONAHMS —
B Teuenue 48 wacoB Oo0JbHON IONydyaeT MUTAHHE SHEPreTUYECKOM IEHHOCTBIO
400 kxan/cyTku. B mepBblil eHb TPOOBI HATOLIAK U CIYCTS IBOE CYTOK OMPECIISIFOT
OmMpyOHMH CHIBOPOTKH KpoBH. [Ipn mogwseme ero Ha 50-100% mpoda cauraercs mo-
JIOXKUTEITLHOM;
* mpo6a ¢ peHobapOUTaIOM — CHUKEHHE YPOBHS OMIMpyOrHa Ha (oHe mpuema QeHo-
OapOuTana 3a c4eT HHIYLIUPOBAHUS KOHBIOTUPYIOIINX (DEPMEHTOB MEUESHH;
* mpoba ¢ HUKOTHHOBOW KHCJIOTOH — B/B BBEJICHUE BBI3BIBACT MMOBBIIICHUE YPOBHS OMIIH-
pyOuMHa 32 CUeT YMEHBIIECHNS! OCMOTUYECKOH PE3UCTEHTHOCTH SPHTPOLIUTOB,;
* aHaJIM3 KaJla HA CTEPKOOMIIMH — OTPHLATENBHBIH;
* MosieKyIsipHas tuarnoctuka: ananus JIHK rena UGT1AL;
* pepmenTs! kpoBu: AcAT, AnAT, I'TTII, 1P - kak npaBuIo, B rpezenax HOpMaJIbHBIX
3HAYECHUH WM HE3HAYUTENILHO MOBBIIICHBI.
Iporuo3. bnaronpustHeiil. Bo3MoxHO pa3BUTHE KETYHOKAMEHHOHN 0OJIC3HH.

4.7.2. Cungpom Kpurnepa—Haiisipa.

HMeeT ayTOCOMHO-pPELeCCHBHBII THIT HACIISIOBAHUSI.

Mudp no MKB-10: E80.5.

IaTorene3s. B ocHoBe 3a00sieBaHMs JISKUT OTCYTCTBHE MITH BRIpAXKEHHBIH geGuuut dep-
MEHTa TIIOKypoHo3miITpandepassl [12]. deduunt mirokypoHunTpaHcdepassl (Oonee paHHee
Ha3BaHHe )epMEHTA) B FeMaTOMTaX MPUBOAUT K HAPYIICHUIO KOHBIOTAIIMU HEMPSIMOTO OMITH-
pyOuHa (CBS3BIBaHHIO €T0 C IIFOKYPOHOBOW KUCIIOTO#). B KpoBH HapacTaeT ypoBeHb HEIPSIMO-
ro Ounupybuna (nHorma 1o 800 MKMOIIB/JT 1 OoJiee), KOTOPBIH BBI3BIBAET Pa3BUTHE OHITUPYOH-
HOBOH 5HIIe(anonatuy. JleTanbHbIi HCX0 MOKET HACTYIIMTh B T€UEHHE IIEPBOTO TO/a KU3HU
pebenka. Mmeet aBa BapuaHTta TedeHus: THIL 1 u 2.
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Kaununka. Cunapom Kpurnepa-Haiisipa 1 Tumma OTHOCHTCS K CaMbIM TSDKEJBIM Bapu-
aHTaM BPOXXICHHBIX HEKOHBIOTHPOBAHHBIX THIepOmmpyonHemuii. Ero pasBurue cBszaHo
C TOMO3HMIOTHOM WM coueTaHueM ¢ rerepo3urotHor myrauueii rera UGT1A1 Ha xpomocome
2q37. Buepssle onucad B 1952 rogy. Hactora cunapoma — meHee yeM 1/1000000 >xuBopox-
nensbix. [Tpu cunapome Kpurnepa-Haiisipa [ Tvna koHLEHTpalys CBIBOPOTOUHOTO OHITUPYOH-
Ha gocturaet 855 Mmoinb/i [44]. HauuHas ¢ HepBbIX YacOB KH3HU BO3HUKAET YIpo3a pa3BUTUS
SIIepHOM KenTyxu. HOBOpOXKIEHHBIE TOJDKHEI ITOTyYaTh €KeIHEBHO CeaHChl (DOTOTEepanuu, Te-
panust penodapburtanom HeapdexrusHa. [Ipu cunnpome Kpurnepa-Haiistpa 2 tuna (cuaapom
Apmnaca) MaHH(ecTaIls HACTYTaeT II03Ke — B IIePBBIE MECAIbI KU3HH. [IpOsBICHNS CXOIXHBI
¢ cuHzapoMoM | Tuma, HO MeHee TsKeNble, T.K. TIIOKYpOoHWITpaHcdepaza B HEOOIBIIOM KO-
JIMYECTBE NPUCYTCTBYET B TENATOLUTAX, XOTs aKTUBHOCTh €€ 3HAUUTENILHO CHIDKECHA (MEHee
20%). YpoBeHb HEKOHBIOTUPOBAHHOTO OWIHMpYyOMHA B KpoBH He pocturaeT 200 MKMOJB/I.
ITpu 3TOoM BapuaHTe MOTYT ObITb HOCTAaTOYHO 3(PdeKTUBHBI GeHobapOuTan u QGororepanus.

Metoabl uccjie10BaHus:

1. B xpoBH HapacTaeT HenpsMas TUIepOMIupyOUHEMUs], ypOBEHb KOTOPOH He KOpperu-
pyetcs ¢ororepanueii, Ha3HaYeHHEM (heHoOapOuTaa.
2. Menuko-reHetuueckoe o0cae10BaHue.

Iporuo3. He6naronpusaTheiii mpu 1 tune. [IpUHIMIHAIBLHO YITydIIaeT MPOrHO3 3a00Jie-

BaHMS TPAHCIUIAHTALMS [IEYCHH, T.K. HOPMaINU3yeTcsi OMInpyOHHOBBIA OOMEH.

4.7.3. Cunapom laduna-/I:xoHcona.

Hacrnenyercst mo ayrocoMHO-periecCHBHOMY THIy. KinHMKa OOJNE3HH MPOSBISETCS
B IOHOIIECKOM Bo3pacre [2,3, 12].

Mlugp no MKB-10: K76.8.

IaTorene3. B ocHOBe 00JIe3HH JIGKHUT HapyIIEHHE SKCKpEH OmInpyOuHa yepes MeM-
OpaHy remaronuTa 1 KeJIJHbIe KalmuULIphl. Bo3HHKaeT GpeHOMeH peryprutauu KOHBIOTHPO-
BaHHOTO OMIMPYOMHA, IOBBIMICHUE €T0 YPOBHS B CHIBOPOTKE KPOBH M HaKOILIEHHE Tpy0o3ep-
HUCTOTO IMTMEHTA B LIEHTPE ITeUYEHOUHBIX JONeK (puc. 68).

[MpuunHa 3a0oneBaHus OOyciOBJIeHA HacieACTBEHHBIM aedexktom ATd-3aBucHMOi
TPaHCIIOPTHON CHCTEMBl KaHAIBIICB T'eMATOLUTOB. 3aJepiKka OmWIMpyOMHA B TemaTolUTax
CBsI3aHAa C M3BpALICHHEM B HUX MeTaboiaM3Ma agpeHalrHa, B Pe3yJbTaTe Yero MPOUCXOIUT
HAKOIUICHHE HE TOJbKO OMIMpYyOMHA, HO M MENIaHWHA, C JajbHEHIINM pa3BUTHEM MeJIaHO3a
HeYEHH.
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Puc. 68. Hakorutenue nurmenra (6unupyouna) B KyndepoBckux KieTKax rneueHu y 60IbHOTO
¢ cunapomoM Jlabuna-/IxoHcoHa [63]
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Kaununka. B kIMHHUECKOH KapTHHE JOMUHUPYIOT JKENTyXa, TenaroMeraius, 00JId U 1yB-
CTBO TSDKECTH B IIPABOM IoApebephe U AMUTACTPHH, TOLTHOTA, PBOTA U Auapest. MoxeT ObITh
KOXKHBIH 3y/l. Y HEKOTOPBIX IMAIlHEHTOB MOT'YT BBISIBIISITHCS KAMHH B JKEITUEBBIBOISIINX ITYTAX,
B YaCTHOCTH, B XeITIHOM Iry36ipe [109].

MeToabl HcCIeI0OBAHNMSA:

1. Onpenenenne OUTHpyOHHA U eTo (hpakuil. B KpOBH MOBEIIIEH YpOBEHEb OMIHPYyOHHA
3a cueT NpsIMOi (ppaxuuu.
2. MeuKo-reHeTHUECKOE KOHCYJIBTUPOBAHHUE.
IIporno3. bnaronpusTHLIA.

4.7.4. Cungpom Portopa.

Hacnenyercss mo ayTOCOMHO-PELIECCUBHOMY TuIly. BceTpeuaercss y B3poCHBIX M Jie-
Tell, B TOM YHUCJIE€ y HOBOPOXIEHHBIX W JeTeil paHHero Bo3pacta. [lomyumn HazBaHue
B 4ecThb (ununnuHcKkoro Bpada Aptypo bemreza PoTtopa, OTKpBIBIIETO STOT CHHIPOM.

Mugp no MKB-10: ES0.6.

IMaTorene3. HapymieHa skckpeTopHasi QyHKIHMS MEUYEHH, HO B MEHbBIICH CTETMICHHU, YeM
npu cuaapome Jabuna-/IxoHcoHa [92]. ['HcTONOrHYecKH CTPYKTypa NeYeHH He N3MEHSETCS,
MUTMEHTHBIE BKIIOUEHHS B TEIAaTOINTAX HE OOHAPYKHUBAIOT, B OTIMYHE OT cuHapoMa JlabuHa-
JloHCOHa.

Kaunuka. O61ee coctosHue CTpasaeT Mayio. Y OOJIBIIMHCTBA MAlUeHTOB O0JIE3Hb MPO-
Tekaer 6eccuMNTOMHO. OTMEHaeTCsl JierKasi )KeITYyITHOCTh KOKHOTO ITOKPOBA M CIIM3HMCTHIX,
HEepPEe3KUH KOKHBIN 3y/. BO3MOXKHBI AMCIIENTHYECKUE HAPYIICHHUSL.

MeTtoabl uccienoBaHus. B OHoXMMHUYeCKOM aHaM3e KPOBH BBISBIISCTCS MOBBIIICHUE
YPOBHSI IPSIMOTO OMIMPYOHHA B KPOBH.

IIporuo3. biaronpuaTHeIA.

4.8. 3a0oneBanue cOCyI10B MeYeHU.

Boaesns u cunapom bagna—Kuapu. bonesns bagna-Kuapu — nepBuvHbIil o0iuTe-
pUpyOIKi YHA0PICOUT MMEYSHOYHBIX BEH ¢ TPOMOO30M U MOCIEAYIOIIeH UX OKKIIO3HEH,
a TaKKe aHOMAJIMM Pa3BUTHS NEYCHOUYHBIX BEH, BEAyIIME K HApyHNICHUSM OTTOKa KPOBU
U3 TICUCHU.

Cunapom banna-Knapu — BropuuHOe HapylleHHE OTTOKa KPOBH U3 MEUEHH IIPH psijie
MATOJIOTHYECKUX COCTOSHUH, HE CBS3aHHBIX C U3MEHEHHUSMH cocynoB nedenu [2, 12]. Cun-
npom banna-Kuapu HaOmomaercss mpu NMEpUTOHHUTE, OMYXOJsIX OPIOMIHOM IMONOCTH, Te-
pukapaute, TpoM003aX M MOPOKAX Pa3BUTHUS HIKHEH MOJOW BEHBI, IUPPO3E M OYArOBBIX
MOPAKCHUAX MEUEHH, MUTPUPYIOLIEM BUCIEPATIbHOM TPOMOOQIeOnTe, MONTUIUTEMHH, JICH-
ko3e (puc. 69).

ugp no MKB-10: 182.0.

IMatorene3. PazBuBaeTcs yacTHYHBIA MM TOJMHBIA OJIOK IMEUYCHOYHBIX BEH, MOPTAIbHAS
TUIEpTeH3us. B BETBSIX BOPOTHOW BEHBI BBIABIAIOTCS TpoMObI. HaOmomaroTcs peakTHBHBIC
W3MEHEHUS B apTepHUsX.
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Puc. 69. Cuagpom bagna-Kuapu. Tpom603 npasoii (RHV) u cpenneii (MHV)
TIEYCHOYHBIX BEH M JMJaTalys jieBoi neueHouHo Bensl (LHV) y GonbHOTO
C OCTpPBIM [TPOMHUEIIOIUTAPHBIM JIEHKO30M [16]

Knunuka. IIpu octpoil popme 3aboneBaHre HAUMHACTCS BHE3AMHO C UHTEHCUBHBIX 00-
JIei B 3SMIMracTpalibHOM 00JIaCTH U IIPaBOM Moapedepbe, PBOTHI, yBeTUUCHHS reueHu. Eciu npu-
YUHOH SBNAETCS MATOJIOTUs HIDKHEH MOJION BEHBI, Y OOJBbHBIX HAOIIONAIOTCS OTEKH HIMXHUX
KOHEYHOCTEH, paclmpeHre MOAKOKHBIX BeH B 00IacTH KMBOTA U TPYJHOH KJIETKH. bone3Hb
OBICTPO IPOTrPECCUPYET, B TEUCHNE HECKONBKUX JHEH Pa3BUBAETCS ACLUT, YACTO MMEIOIIHH re-
MOpparn4ecKui xapakrep. ACIIUT MOXKET COYETAThCs C THAPOTOPAKCOM, HE IOIIAETCS JICYSHUIO
ANYPETUYCCKUMU CPEACTBAMU. B TepMI/IHaHLHOI\/’I CTaaur NPUCOCAUHACTCA KpOBaBas pBOTaA.

ITpu xpoHnueckoit Gopme 3aboneBaHNe ATUTEITEHOE BpeMs MpOTEKaeT O6SCCHMIITOMHO
WU TIPOSIBIISIETCS TOJIBKO YBENIMUCHUEM edeHH. B nanpHeleM nossisioTcs 00N B IpaBOM
nozapebepbe, pBoTa. B pasrape 3a001eBaHUs I€UEHb PE3KO YBEIMUUBAETCS, CTAHOBUTCSA ILIOT-
HOH, BO3MOYKHO OPMHPOBAHUE LUPPO3a IIEYCHH, B PSIIE CTyUacB OTMEYACTCS CINICHOMETAIHSL.
B TepMuHanbHOU cTaguyu Hanbosee Pe3Ko BHIPaKEHbl CUMIITOMBI IOPTAIbHON THIIEPTEH3UH —
HapacTarolUi acUT, KPOBOTEUEHUSI M3 PACIIMPEHHBIX BEH IHUILEBOAA, TeMOPPOUAAIBHBIX
BeH. VICXOIOM MOXKET CTaThb TsKeNas Ie4eHOUHas! HEA0CTaTOYHOCTh. 3a00JIEBAHIE MOXKET OC-
JIO)KHHUTBCS TPOMOO30M ME3EHTEPHATBEHBIX COCYIOB C TIOCJIENYIOINUM Pa3BUTHEM IIEPUTOHUTA.

Metons! uccienosanus. [Ipeanonoxenue o 6one3nu banna-Kuapy MoxxeT BOSHUKHYTh
P BBISIBJICHUH a0IOMUHAIIBHBIX O0Jeil y OOBHOTO ¢ aCIUTOM M rernaroMeranieil, 0cCoOeHHO
IIpY HAJIMYMK HAapyIIEHUH B CUCTEME CBEPThIBAHUSA KPOBU. B 0CHOBE TMAarHOCTHKH JIeXKAaT KIIH-
HUYECKHE MIPOSBICHHS 3a00sIeBaHus. VI3MeHeHNs 1a00paTOPHBIX TI0Ka3aTesell HeXapaKTepHEL.
IToBeimrens! menoynas ¢ocdaraza, ypoBeHb aMHHOTPAaHCAMHHA3, IPOTPOMOHMHOBOE BPEMSL.
CHuxeH albOyMHMH B CBIBOPOTKE KPOBHU. JIMarHOCTUKA MPOBOIUTCS HA OCHOBAHUU JAaHHBIX
VABTPa3ByKOBOM JIOMILIEPOrpauu ¢ OLEHKOW KPOBOTOKA 10 MOPTAILHOM, IEYEHOYHOW BEHAM
1/Wn HIDKHEH kaBarpaduu u BeHorenarorpagduu [16].

Iporno3. HebGnaronpusTHBI TpH OCTPOM TEYCHHUH OONE3HM W PA3BUTHH TEYCHOU-
HOH KOMBI.

4.9. AHOMATNU PA3BUTHUS KeTUeBbIBOASIINX MyTeili.

4.9.1.Cunapom Anaxmias. Hacnemyercs mo ayTOCOMHO-ZOMHHAHTHOMY THILYy C 4YacTOTOM
1/100000 >XUBOPOXKIEHHBIX, XapaKTEepU3yeTcss BPOXKIECHHON THUIIOIUIA3Uel BHYTpPUIIEUCHOY-
HBIX JKETIHBIX NTPOTOKOB. Pa3Meps! BOPOTHOH BEHBI U MEUCHOYHBIX apTepuil OCTAIOTCS HOp-
MaJlbHBIX pa3Mepos [12].

Iudpp no MKB-10: Q44.7.
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IlaTorene3. CuaapoM ANaXXWiIsi OTHOCUTCS K MYJIBTUCUCTEMHBIM HapyILIeHUSAM, 3aTpa-
TUBAKOIIUM IICYCHb (I/IMeeT MECTO TUIIOIIA3Us BHYTPUIICYHCHOYHBIX KCITYHBIX IIPOTOKOB UIJIA
BHYTpPUIIEUEHOYHAsl JyKTOLECHUS), CEPLE, OPraHbl 3pEHUs, CKEJIET, IOUKU, COCYAUCTYIO CH-
cremy. Berpeuaercs ¢ wacroroit 1/30000. BoBiieueHue ne4eHn MOXKET ObITh OT MUHHUMAJIbHBIX
KIMHUYECKUX IPOSBICHUI 10 NEPCUCTUPYIOLIErO X0JIeCTa3a U pa3BUTHs LMppo3a. B TpaHc-
TUIAHTAIMH NIedeHN HyXaatoTcs oT 20 1o 50% 6onbpHEIX [34] pH yCIOBHH IPOTPECCHPYIOLIE-
ro 1uppo3a [90]. TIpuuuHoit pa3BuTHs cHHAPOMA ANIXKWIIS SBJISIFOTCS MYTalll TEHOB, KOJH-
pyroummx Jagged] (MraHIB! penenTopoB TpaHCMEMOpPaHHBIX 0eKkoB Tpymisl Notch).

KunHuka. Y OONBHBIX OTMEUACTCsl MEPCHCTUPYIOIIMI XoiecTas, 3yJ, rermaromera-
nusi. 3ya MOXET OBbITh OYEHb BBIPAKEHHBIM, HEPEIKU KcaHTOMbI. [Iporuo3 6osie3Hu 3aBUCHT
OT TSDKECTH MOpaXkeHus neueHu u cepaua. [Ipu cuaapome Anakuist BHIABISIIOTCS aHOMaJIUU
Pa3BUTUS JTULEBOTO Yepena (JULO «TPEYroabHOM» (OPMBI 3a CUET OOJIBIIOTO BHICTYNAIOIIETO
n0a, MaJIEHHKOTO CKOLIEHHOTO MOAOOPOIKa), CKeleTa, CepACIHO-COCYUCTON CUCTEMBI (He-
PEeOKo TUAarHOCTUPYETCsl CTEHO3 JIETOUHOH apTepuu), noyek. Hapymenus ¢byHkuuil nedeHu
BapbUPYIOT OT YMEPEHHBIX 0 BBIPAXKEHHOI'O XOJECTa3a, U Y 4acTH MAIIeHTOB CHUMIITOMBI
[EYE€HOYHOM HEJ0CTaTOUHOCTH NPUCYTCTBYIOT y’Ke Ha NIEPBOM rofly KM3HU. B kimHMueckoit
KapTuHe OOJIEe3HM THUIWYHBI XKENTyXa M3-3a HMOBBIIIEHHS KOHBIOTHPOBAHHOTO OMIMpyOuHa,
pa3NUYHBIE TPYIIIHI [TA3HBIX aHOMAIIMH (B YaCTHOCTH 3aIHUI 3MOPHOTOKCOH), 3aTparuBaro-
1€ POrOBUILY, PaAyKHYIO 000JIOUKY, CeTUaTKy U AUCK 3pUTeIbHOro Hepa. OJHUM U3 IVIaB-
HBIX TMarHOCTUYECKUX KPUTEPHUEB SIBIAIOTCS aHOMAJIMK [TO3BOHOYHMKA: CaruTTajlbHOE HE3a-
palieHue Tes MO3BOHKOB WM HaJMYUe TO3BOHKOB B opme 6abouxy. Bo3MOXKHBI epenoMsl
HW)KHUX KOHEYHOCTEH.

MeTtoasb! ucciienoBanusi. BosMo)xHa aHTeHaTanbHas JUarHOCTHKA C TOMOIIBIO YJIbTpa-
3BYKOBBIX METOJOB HcclieoBaHus. ITocne poxaeHus oTMedaeTcs npsiMasi TunepouIupyouHe-
MU U JpyTre Mpu3HaKu xojecTa3a. OueHp BaXHOE 3HAYCHHE WUMEET CEMEWHBIN aHaMHe3 U
MEeIUKO-TeHeTHIecKoe 00cIe0BaHu1e.

IIporno3. OTHOCUTENHHO OIATONPHUATHBIN.

4.9.2.buinapHas arpe3us (0OIUTEPUPYIOILAsl XOTAHTUOIATHS).

bunmnapnas atpesus, 3a00JieBaHNe C HEU3BECTHON ITHOJIOTUEH, SBISETCS ONHUM U3 IVIaB-
HBIX IOKa3aHUH A7 TPaHCIUIAHTALUU [IEYEHH y JEeTeH.

YacToTa 3TOM aHOMAIWKM PA3BUTHS JKEIYEBBIBONAIIMX MMyTel koiebmercs ot 1/5000
Jo 1/18000 sxuBopoxaenHsix [12, 17, 43, 64], B 70% ciyuyaeB npu OTCYTCTBUU XUpPypruye-
CKOH MOMOIIN BeleT K OBICTPONpOrpecCUpYIOIEMY IIUPPO3y B Pe3yabTarTe IeCTPYKTHBHBIX
U BOCHAJMTEIbHBIX U3MEHEHUH OunuapHoro Tpakra [45]. [loacuutano, uto 50% TpaHCcIUIaH-
Tanui eYeHn y eTelt B Mupe ObLIH CBSI3aHBI ¢ OWITMApHO aTpe3ueii.

B oOuieli momynsituu HaceneHus: 3eMHOTO I1apa, He3aBUCHMO OT BO3pacTta, OuiinapHas
aTpe3us Kak IpUYMHA TPaHCIUIaHTauu nedenu cocranisieT 10% [64]. Manudecranus KiIuHI-
4eCKOH KapTUHbI OMIIMAapHON aTpe3nH MPUXOAUTCS HCKITIOUYUTENFHO Ha HEOHATAIbHBIN EPHO/.

Mndp no MKB-10: Q44.2.

ITaTorene3. Bo3MOXxHBI 1Ba BapHaHTa OMIMAPHOI aTpe3un: BHYTPUIIEUEHOUHBIH U BHE-
NICYCHOYHBIH (IKCTparne4eHouHbIH). Yale BcTpeuaeTcss SKCTpane4eHOYHbIH BapuaHT Ounnap-
HOH aTpe3uy. DKCTPaleueHOUHbIE XKEIYHbIE IyTU BKIIIOYAIOT JKEUHBLI Iy3bIpb, Iy3bIPHbIH
MPOTOK, OOLIMIA KETYHBIH MPOTOK, 00Kl nedeHouHbIH poTok (puc. 70). Tlpu OunuapHOH
aTpe3uu ¢ MEPBBIX YacOB XU3HU peOCHKAa Pa3BUBACTCA BLIPAKCHHBIN XonecTas, CIeACTBU-
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€M KOTOpOTO SIBIISIETCS HapyIIeHHE CHHTETHYCCKOH (ByHKIMH TIeUeHH. XapaKTepHO paHHee
pasBuTHE IUppo3a (Hmocne 8-i HeAenu >KU3HU) U GOPMUPOBAHUE XPOHUUECKOH IEUEHOUHOM
HEJI0CTaTOYHOCTH.

Knunuka. bunnapHas atpesust ¢ pokIeHUs pebeHKa MMeeT KIaCCHYeCKHe MPHU3HAKU
XOJIeCTa3a: BBIPAKEHHYIO XKENTYXy C 3eJI€HOBAThIM MIIM KOPUIHEBBIM OTTEHKOM KOXKH, 00ec-
BEUEHHBIH CTYI, TEeMHYIO Mody. [Iporpeccupyror renaroMeranms, THIIOTPODIS.

Metoab! ucciaenoanus. IIpu 1ro0bIX BapuaHTax OMIMAapHON aTpe3uy HEOOXOMUMO Kak
MOXKHO OBICTpee UAECHTU(PUIMPOBATh AUATrHO3 (B MEPBbIE 6-8 HENenb Ku3HU). B nocTaHoBke
JMarHo3a B NEPBYIO Ouepelb MOMOraeT MPOBEACHUE MHCTPYMEHTATIbHBIX METOIOB HUCCIENO-
BAaHHA: PyTHHHOTO YIIBTPa3ByKOBOTO HCCIEIOBAaHUS, KOMIBIOTEPHOH ToMOrpadHu, MarHUTHO-
PE30HAHCHOH XoJaHTHOTpaduu, TENaTOCHUHTUTPAPHH.

Puc. 70. Bapuautel OunuapHoii arpe3nu

ITpu yneTpa3ByKOBOM HCCIIEIOBAHUN XapaKTEPHBIM IPU3HAKOM OMIMapHOMN aTpe3ny sB-
JSIETCSI HAJIMYHe TPEYTONbHON (DHOPO3HON IITACTHHKY (XOPABI) B BOPOTAX MEYESHU JHAMETPOM
1,2-2,5 ecm u tommmao#i 0,3-0,8 cM, HO, K COXAJIEHUIO, STOT MPU3HAK BCTPEUACTCS TOIHKO
B 20-25% cnyudaeB. bonee 4yBCTBUTEIbHBIMUA METONAMHU SIBISIIOTCS IE€NAaTOCUUHTUTpaduUs U
MarHUTHO-PE30HAHCHAs XOJNaHTruonaHkpearorpadus (puc. 71).

A A

{ (: .

Puc. 71. MarHuTHO-pe30HaHCHAs XOJIaHTHOMIaHKpeaTorpadus y peOeHKa
¢ OunuapHoii arpesueii [45]
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HpOI‘H03. 3aBHCHT OT 6bICTpOTI>I MOCTAaHOBKU JUAarHo3a U MpOBCACHUA MaJNIMaTUBHOU
onepanuu no Kacan JUISL YITy4YIICHU S TOKA KEITIH. B TICPCIICKTUBE NOAABIIAIOIICE YHCIIO IMalu-
CHTOB ABJISICTCS KaHAUAaTaMU JJIs1 TpAHCIIJIaHTAUX IIEYCHU.

4.9.3. boaesns Kapoau, ninu cunapom Kapouu (Caroli’s Disease).

Bnepsrie onucana JKakom Kapomu B 1958 romy, siBisieTcsl peakuM HaclleACTBEHHBIM
3a00JIeBaHNEM, KOTOPOE XapaKTepH3yeTcs KHUCTO3HBIM PpacUIMPEHHEM BHYTPHIIEYCHOUHBIX
JKEITYHBIX ITPOTOKOB. HaciemyeTcst o ayTOCOMHO-PEIMCCUBHOMY THITY. YacToTa B MOIMYJIALUH
cocrasister 1/1000 000

Mudp mo MKB-10: Q44.5.

ITatorene3. B ocnoBe 3aboneBanus nexuT myrtanus rena PKHD1. Mopdonoruuecku
6one3np Kaponu xapakrepusyercs HeOOCTPYKTUBHBIMU CEIMEHTapHBIMU JUIaTalUsIMU OUIIH-
apHoro TpakTa [36,38, 61]. [1aBHBIMU KIMHUYECKUMH NPU3HAKaMU OOJIE3HU SIBJISIFOTCS PELH-
JIMBUPYIOIIMI XOMAHTUT U TenaToMeranus. CyIecTByIoT fBa Tuma 6onesnu Kapomu: npocras
(ucTUHHAs), UM U30JIUpOBaHHAs (HOpMa, TIe MEMIKOOOPa3HO (B BUJE KUCT) PACIIMPEHBI TOIb-
KO JKeITYHBIE MIPOTOKH, MOCIE Yero GOPMHUPYIOTCSI KAMHH M XOJIaHTUT; BTOpasi, 0ojee CIoKHas
¢dopma, 0ObIMHO M3BecTHA Kak «cuHIpoM Kapomm» (puc. 72). Ilpm 3TOM, KpoMe pacimpe-
HHS BHYTPHIICYCHOYHBIX JKEIYHBIX IIPOTOKOB (KOTOPHIE pacIIMPEeHbl MHHUMAIBHO) €CTh eIIé
NOpTaJIbHAsI THIIEPTEH3HS U BPOXKICHHBIN TIedeHOuHbIH Grudpo3. O6e Gopmbr Oone3HU MOTYT
coYeTarbes ¢ MOMMKHCTO30M Touek [38]. Kuctos3Hble 3a001eBaHUs OMIMAPHOTO TPAKTa OT-
HOCSTCS K PEAKUM aHOMAJIMSAM Pa3BUTHUS M Yallle BcTpedarorcs B SImonnu u Asuu. bonpmma-
CTBO cliy4yaeB omnucansl y aereit miamuie 10 ner. Yactora 6one3nn Kaponu — npubnusurensHo
1 u3 1 000 000 yenoBek, npuyeM npeodnanaroT ciay4au cuHapoma Kaponu. Oto 3aboneBaHue
MMEEeT HeIPEPHIBHO IPOrPECCUPYIONINI XapaKTep, MPUBOIUT K BTOPHYHOMY LIUPPO3Y IEUEHH,
aMHJIOMJI03Y, PaKy MECYCHH.

Juarnocruka. /luarnos Oone3nu Kaponu Bepuduuupyercs B NepByr0 odepesb ¢ IO-
MOIIBI0 WHCTPYMEHTAIBHBIX METOJOB HCCIEIOBaHUS (KOMIIBIOTEPHOH TOMOrpaduu U Xo-
nanruorpaduu). B OHOXMMHUYECKOM aHaIHM3e KPOBH OIPENEIISIOTCS XapaKTepHbIe MPU3HAKH
XoJIiecTas3a: MOBBIIICHHE YPOBHS OOIIEro W MpsMOro OWIMpyOWHA, TpaHCAMHHA3, LIETOYHOM
(dhocdarassbl.

porno3. CrierupuuecKoro JIeYeHUsI He CYHIECTBYET — Ul YMEHBIICHUS YacTOTHI XO-
JIAaHTUTOB IIPOBOAUTCHA aHTI/I6aKTCpI/IaI[BHa$[ TCparnus. HepCHCKTI/IBHa TpaHCIUIaHTalus NIEYCHU.

Puc. 72. Komnbrorepaas Tomorpadusi, BHIIOIHEHHAs C KOHTpacTHpoBaHUeM. MIMeroTcst
MHOKE€CTBEHHBIEC yYaCTKU AWIATAllUK OWIMApHON CHCTEMBI, OOJIbIIE B IPABOU JI0JIE TIeUEHH,
y pebenka ¢ 6one3nbio Kapomu [36]
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KOHTPOJIBHBIE TECTOBBIE 3AJJAHUA:
HMHcTpykuus: BEIOEpUTE OJJMH NPABUILHBIA OTBET
1. OnuH U3 HIDKENePEIUCIICHHBIX IPU3HAKOB HE OTHOCUTCA K TeTaTUTy:
1. yanuHseTcs NpOTPOMOMHOBOE BpeMs, OTCYTCTBYET peaklMsi Ha BBEJCHUE BUTA-
muHa K,
MIOBBIIIAETCS YPOBEHb IIPSMOro OnnupyOuHa,

BO3pacTaeT ypoBeHb ACAT u ANAT,
BO3MOXKHO yBEJIHMUCHHE IIEI0YHOH (ocdarassbl,

DA

OTMEYaeTCsl Pe3KOE MOBBIIICHHUE aTbOyMUHA B CBIBOPOTKE KPOBH.
ITpaBunbHBId OTBET: 5

2. ITpu3HakoM ocTpoii HH(EKIUHU y IeTel ¢ renaTutoM B sBnsiercs:

Hanmune antu-HBcore-IgM,

Hanuuyue antu-HBe-anturen,

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

onpenenenrne HBV-/IHK ¢ nomorpto ITLP.

Al e

TIpaBunbHBIN OTBET: 1

3. B TeueHne Kakoro BPEMCHHU 10 MOSABJICHUSA CUMIITOMOB 00JIe3HH B KPOBU MOXKET BbI-

saBisiTbess HBsAg?

4-5 mecsues,

7-10 nHei,

2 Henenu — 2 Mecsna,
3—4 mecsa,

3 Henmenu — 5 MecsIIeB.

ARl e

IIpaBuibHEIi oTBET: 3

4. Inst moarBepskaeHus renaruta C B KIMHHUYECKON MPAKTHKE HAHOOJIEe YacTO UCIONb-

3yercs:

onpexnenenue antu-HCV-anturen,
IILP-mmaraoctnka HCV-PHK,

OHOIICHS TICUEHH,

BBISIBJICHHE BHETICUEHOYHBIX MPOsiBIIeHNH remaruta C,

A e

BhbIiesieHue Bupyca renaruta C u3 dexanuii.
IpaBunbHeIl OTBET: 1

5.V xaxoii rpymnmnsl gereii ¢ renarutoM C MoryT orcyrcTBoBarh aHTU-HCVanTturena?

HOCHTENH BHpYyca remarura C,

pomuBIINECs OT Marepei, 00IbHBIX remaTuToM C,
HMEIOIIHE KIMHUKO-Ta00PaTOPHYIO PEMHCCHIO,
HOJIyYaroIIie HMMYHOCYIIPECCAHTHI,

ARl i e

MOJTYYaIOIIKe TEPANUI0 THIIEPUMMYHHBIMH UMMYHOTIIOOYJIMHAMH.
IIpaBunbHEIi OTBET: 4
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6. JIns BBICOKO# CTEMEHH aKTUBHOCTH BHPYCHBIX T'€MATHTOB XapaKTEPHO MOBBIIICHHE
TpaHCaMHHAa3, [I0 CPABHCHHUIO C HOPMOIA, boJiee Yem:

M

B 1,5 pa3a,
B 2 pasa,
B 5 pas,

B 10 pa3,
B 20 pa3.

IIpaBunbHbIN oTBET: 4

7. HpI/I XPOHHYECKOM BUPYCHOM I'€lIaTUTE C BBIPAXKCHHBIM HUTOJIUTUYCCKUM CHHAPOMOM
OTMEYAIOTCs BCC NMPU3HAKU, 3a UCKITFOYCHHUCM

kWD -

ab0yMHHOBO-IVIO0YTMHOBOTO HHIEKCA < 2,

TIOBBIIICHNS aKTHBHOCTHU TpaHCAMUHA3 OoJiee ueM B 5 pas, 110 CPaBHEHUIO C HOPMOH,
CHI)KEHMS IPOTPOMOMHOBOTO HHAEKca MeHee 50%,

MIEYCHOYHOW dHIIE(DATOTATHH,

TUIIOXOJICCTCPUHEMHUHU.
IIpaBunbHEIM OTBET: 5

8. HJISI OLCHKHN XOJIECTATUYCCKOTO CHUHAPOMA MPU XPOHHUYCCKOM TI'CIIaTUTE H606X0,I[I/IMO
OINpE€ACIICHUEC CICAYIOINX HOKa3aT€J'IeI>ll, 3a UCKIIOYCHUCM

nhwn =

9.

v
I.
2.
3.
4.
5.

OunupyOuHa u ero paxiui,
ypoBHS ATAT,
MPOTPOMOMHOBOTO BPEMEHH,
meno4Hoi ocdarassl,
Y-TITIOTaMIIITPAHCIICI THIA3bl.
TIpaBunbHEIN OTBET: 3
HOcHTeNel remaruta B He oTMedaercs:

BBICOKMI ypoBeHb aHTU-HBc IgM,

HBs-Ag (+),

MOBBIIICHHE YPOBHs ANAT He Oosiee ueMm B 1,5 pasa,
antu-HBc-IgG (+),

TP HBV-IHK (-).

IIpaBunbHEI oTBET: 1

10. Kputepusmu 000cTpeHUs: XpOHUUECKOro renaruta C He SBIeTCs:

el

antu-HCV-IgG (+),

BBICOKHH YPOBEHD Y-TIIIOTAMIITPAHCIIENITHA3HI,
antu-HCV IgG (+),

TLIP HCV PHK (+),

noBeimeHne AAT B 1,5 u 6oree pas.
TIpaBunbHBINA OTBET: 2

11. K npu3HakaM XpOHHYECKOIo IrernaTuTa ¢ ayTOMMMYHHBIM CUHIPOMOM HE OTHOCHTCS:

L.

wkhwe

KPOBOTOYHBOCTb,

apTpaJruy,

HaJIMYKE aHTUTEN K [VIaJIKOM MyCKyJarype,
NOBBIIIEHNE ATIAT,

CHIKEHME abOyMUH-IIIO0YIHHOBOrO Koddduiyenra.
IIpaBunbHEIH OTBET: |
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12. IIpu3HaKOM HEAJIKOTOJILHOM XKUPOBOM OONIE3HU NIEUEHHU Y JIeTell HE sSBIIsSeTCS:

R

n30BITOYHAS] Macca Telia MM OKHPEHHE,

HAJIUYUE PE3UCTEHTHOCTH K MHCYJIHHY,

akaHTo3 (acanthosis nigricans),

THIEPTPUNIALICPUACMUSL,

BBICOKHE TUTPBI ayTOAHTHTEN K TIaJAKOMBIILICYHBIM KIICTKaM.

13. 'V nereii ¢ 6one3nbto T'omre B aHaIM3e KPOBU OTMEUAIOTCS:

M.

AHEeMHUs, JICHKOTICHHSI, TPOMOOIUTOTICHUSI,
AQHEMHUSs1, TUIIEPIICHKOIIUTO3, TPOMOOIIMTOTICHHS,

ITpaBuibHBIH OTBET: 5

aHEMUs, MOBBIMICHUE YPOBHS IJIa3MAaTHYCCKUX KIICTOK, TpOM60HI/ITOHeHI/I$I,

aHeMUusl, JIEUKOLIMTO3,
aHeMHusi, TPOMOOLIUTONICHHSI.

IIpaBunbHeIl oTBET: 1

14. OCHOBHBIMH KITMHUYECKHUMH MIPOSBICHUSIMHA T€MOXPOMATO3a SIBIISIFOTCS:

M.

JKCITyXa, TUIIOTJIIMKEMHU S, BBIPDAYKCHHAA KOAr'yJIoIaTus,
3a1€PIKKa IICUXOMOTOPHOT'O Pa3BUTHUs, I'€IIaTOMETAJINA,
l"eMOppal"I/ILICCKI/Iﬁ CHUHAPOM, IrernaromMeraius,

KEIITyXa, TUIICPITIMKEMUSA, 3aICPIKKA IICUXOMOTOPHOI'O PA3BUTHA,
KCITyXa, renaroMerainsi, 3aCprKKa ICUXOMOTOPHOTO pa3BUTHA.

IIpaBunbHBIN OTBET: 1

15. Y GonbHBIX TEMOXPOMATO30M OTMEUAIOTCS BCE MPU3HAKH, 38 HCKIFOUYCHUEM:

Nk W=

BBICOKOT'O YPOBHS (PeppUTHHA,

TIOBBIIIIEHUS YPOBHS CBIBOPOTOTHOTO JKee3a,
runepcaTypanuy,

Hu3koi Fe-cBsi3piBatolieii criocOOHOCTH CHIBOPOTKH,
JKCTPAIEYeHOYHOTO TEMOCHAEPO3a.

TIpaBunbHEI OTBET: 4

16. Y nmereii, cTpajarommx cuHApoMoM [yHTepa, B TeueHHE IEpBOrO roja >XKHU3HH He
BCTPEUAIOTCS:

nkh W=

abZIOMHHANbHBIE TPBDKU,
yacteie OPBU,
PeLMINBHPYIOLINE OTHTHI,
PELMIUBHPYIONINE PUHHTHI,
TYTOTIO/IBUKHOCTbB CYCTaBOB.

17. K npu3nakam cuHApoma 3eyuiBerepa He OTHOCHTCS:

Nk W=

rernaToMeranius,

BBICOKHH YPOBEHB JKelie3a U MeIU B epr(epruIecKoil KpoBH,
Oomnblas AJsI TeCTAlMOHHOTO BO3pacTa Macca Tea,
HapylIeHHE 3pEeHus, IayKoMma,

BHYTPUYTPOOHAs 3a/Iep)KKa Pa3BUTHSL.

IIpaBunbHbIl OTBET: 5

TIpaBunbHEI OTBET: 3
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18. IIpuuuHoii cuHApOMa AU SBISETCS:

Nk L=

KUCTO3HAs 0OJIC3Hb IICUCHU,

TUNOIIa3Wud BHYTPUIICYCHOYHBIX KCJIYHBIX IIPOTOKOB,
aTpe3us O6IJ.[€FO JKCJIYHOT'O ITPOTOKaA,

Kucra O6HICFO KCITYHOTO IIPOTOKaA,

aTpe3usi BHYTPUIIEICHOUHBIX JKETUEBBIBOSIINX Ty TEeH.
IIpaBuibHBIM OTBET: 2

19. DkcTpaneyeHOUHbIE KETUHbIE ITYTH HE BKJIIOYAIOT:

SNk L=

JKEITYHBIN IIy3bIPb,
ITy3BIPHBIA IIPOTOK,
OOIUH >KETYHBIH IPOTOK,
BupcyHros nporox,

OOIIIUi TeYEHOYHBIH TIPOTOK.
IIpaBunbHeIi oTBET: 4

20. K mpu3Hakam aTpe3ud KeTIeBhIBOMSIINX ITyTe HE OTHOCHUTCS:

nh LN -

JKENTyXa C 3eJICHOBATHIM OTTCHKOM KOXH,
00ecLBEeYECHHBIH CTyII,

cBeTJIas MOva,

TEeMHasl MO4a,

MIpOrpeccUpyoIas rTHnoTpodusi.
IIpaBunbHbIN OTBET: 3

110

TTnddepennyanpHas [UarHoCTUKA TelaTOMEraii y AeTeit

TENATOMETAJIUSA U KEJATYXA Y JETEN

W3BecTHO, YTO kedeBbleeHie (OCHOBHAS SKCKPETOpHas (PYHKIMS IeUCHN) HaUnHAeT-
cst ¢ 12-if Heeny recTayy ¥ KO BpeMEHH POXJCHHS PeOCHKa JKeTdb COCTABISIET OCHOBHYIO
4acTh MEKOHHMS. Y JeTel MEepBBIX 2 JIET KU3HU 00pa30BaHUE JKeTUYH MEHee HHTEHCUBHO, YeM
B OoJiee craplieM Bo3pacTe. Y B3pOCIOro 4enoBeka B TedeHHEe CyTOK oOpa3yercs 10 1 11 xemnuu,
KOTOpasi MPU MOCTYIUICHUH B JKEIYHBIN My3bIph KOHIEHTPUPYETCS, U B UTOTE OOBEM KEITIH
YMEHBIIIACTCS MTUKPATHO, IT0 CPABHEHHIO C HAYaJIbHEIM 00beMoM. JKerrdp JieTeid, 1o cpaBHe-
HHUIO CO B3POCIIBIMH, OTHOCHTENBHO OCIHA JKEMYHBIMH KHUCIOTaMH, XOJIECTEPHHOM, JICIIUTH-
HOM ¥ MHKPOJIEMCHTaMH, HO COJICPXKHUT OOJIBIIIC MOUCBUHEL

VYuuteiBas Mopdonorniyeckue 1 GyHKIHOHAIBHbIE OCOOCHHOCTH MEYESHHU JeTel paHHe-
IO BO3pacTa, CTAHOBUTCSI IOHATHBIM, HACKOJIBKO YS3BUM IIPOLIECC JKEUEBBIACICHUS I pa3-
JMYHBIX 3a00JIEBAaHUSX, COMPOBOXKAAIOIINXCS TenaToMeranyei. Hapymenue Toka skemdn Ha
JH000M OTpe3Ke OMIMAPHOTO TPaKTa MOXET MPUBECTU K YBEJIMYCHUIO ITEUYEHH U MOSBICHUIO
KEITYXH.

Kak mpaBuio, xenaryxa OTMeEYaeTcs NpPU TOBBILICHUH YPOBHsS OwiuMpyOuHa Oonee
50 MKMOJIB/JT y B3pOCIBIX H JeTei crapiie 3 mecsieB u 0oiiee 80 MKMOJIB/T y HOBOPOXK/ICH-
HbIX. Hanbonee yacThIMM NPUYMHAMU XKEITYXH Y HOBOPOXKAEHHBIX SIBISAIOTCSA (DPU3HONIOTH-
Yeckasi THIepOUITHPYOUHEMEST H TeMOJIUTHYECKas: Oone3Hb BeieacTBue Rh-koHdunukra wim
ABO-necoBmectumoctH (puc. 73).

IIpn HATHYNY CHHAPOMA TeNaTOMerajiii U KeJITyXH B IIePBYI0 o4epeIb He00X0aH-
MO YTOYHMTH BApPHAHT rUNepOMJIMpYOMHeMuH: NpsiMasi (KOHBHIOTHPOBAHHAS)) WU He-
npsiMasi (HeKOHbIOTHPOBAHHAST).

Jnis npsiMoit runepOuIMpyOMHEMHN XapaKTePHO MOBBILICHUE YPOBHS KOHBIOTHPOBAH-
Horo (mpsMoro) ounupyouna 6onee 15% ot ypoBHs obuiero. IIpu HenpsiMoil runepounupy-
OMHEeMUH ypOBEHb HEKOHBIOTUPOBAHHOTO (HENpsMoro) omiampyOuHa cocraBiser Ooxee 90%
oT ypoBHs obuiero [12].

[psimast runepOmMpyOrHEMHsT BCETOa COIYTCTBYET XOJIeCTasy M JOJDKHA paccMaTpH-
BaThCs KaK [IPU3HAK MATOJIOTHYECKOTO COCTOSIHUS, TPEOYIOIETO YTOUHEHHUS.

W3BeCTHO, YTO y MAIlEHTOB, MEePEOOIEBIINX TeNaTHTOM, JKENTyXa MOXKET COXPAHATHCS
B TCUCHUE NOCTATOYHO MJIUTCIBHOIO BPEMCHH, YTO IOJIYUHJIO Ha3BaHWEC CHHApPOMa Kanbka
[97,98,99,1001].

Knunnueckas MaHudecranus xonecrasa o0yCcloBiIeHa HAKOIUICHUEM B KPOBH BEILECTB,
KOTOpBIE B HOPMATGHBIX YCIOBUSIX IKCKPETHPYIOTCS B JKeTdb: KOHBIOTHPOBAHHOTO (TIPSIMOTO)
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OuITMpyOHHA, JKEITYHBIX KUCIIOT U XOJIECTEPHHA, YTO CONPOBOXKAACTCS XapaKTEPHOIl OKpacKon
KOKHBIX IIOKPOBOB, MOYHM M 00ecIBeYnBaHieM cTyia (Tabin. 17).

VY nereii ¢ npsiMoil THNEpOUIMPYOUHEMHEH NOIDKHBI OBITH UCKIIFOUEHBI HH(EKIIMOHHbBIE
3a00JICBaHUs TEUCHN W KETYCBBIBOISIINX ITyTEH, aHOMAJIHU Pa3BUTHS, OOBEMHBIE 00pa3o-
BaHUS ¥ TCHETHYECKH JICTEPMUHUPOBAHHBIE 3a00JIeBaHMsI, 00YyCIIaBIMBAIOIINE aHOMAJIbHBIN
TPaHCIIOPT B YKEITYHBIX KaIHJULIpax.

VY4uTteiBas, 4TO B OCHOBE NPSIMOH THIEPOMINPYOHMHEMHUH JISKUT pa3BHTHE XOJecTasa,
TIPUYHMHBI TTOSIBJICHUS NPSIMON (KOHBIOTHPOBAHHOMN) U HEMPSAMON (HEKOHBIOTHPOBAHHOMN) T'H-
epOMITMpyOMHEMHUH KapAWHAIBLHO oTinyatorcs (Tadn. 18,19). OcobeHHo 3TO clienyeTr y4u-
TBIBAaTh y JIeTeil HEOHATAIBLHOTO IIEPUOAA U NIEPBBIX MECALEB KU3HH, IPHHUMAsl BO BHIMAHHE
yTpo3y Pa3BHUTHS SAEPHOH KENTYXH IIPHU BEICOKOM YPOBHE HENPSIMOTO OMInpyOnHa.

Tabauua 17
Benyuue kannndeckne nudpdepeHnnanbHo-IHarHoCTHYECKHE KPUTEPUU NPAMO
U HeMpSAMO¥ runeponInpyouHeMun

Ne Kiaunnyeckuii IIpsamas Henpsimas
n/n NPHU3HAK TUNepPONTUPYOHHEeMUS TUNepONTUPYOMHEeMUS
OKpacka Kox- XKentymHas ¢ 3e11€HOBATHIM WU
1 XKenrymnast

HOI'0 IIOKpoOBa KOPUYHEBBIM OTTCHKOM

O6ecuBeueHHBIH (aXOJINYHBIN) HITH

2 Cryn o OOBIYHOM OKpacKu
OKpalleHHbII (PparMeHTHPOBaHHO
3 Moua TemHast («IBET MUBAY) OOBIYHO OKPACKU
Tabnnua 18
IpuunHbl HENPAMOIi rUNepOUINPYOHHEMHH Y HOBOPOKIEHHBIX
U JleTeii nepBbIX MecsleB KU3HU
(L1 Iepnok, dx.dynu, 1999)
Ne | Knuanuyeckuid Mpsamas Henpsimast
n/n NMPU3HAK runeponIupyonHeMust TUNepoONIupyOnHEeMuUS

1. C moMeHTAa pPOXK/IEeHHs 10 BTOPOIO AHSA KU3HU:
* reMoJuTHYeCKas 00JIe3Hb HOBOPOXKICHHOTO

2.3-7 auH KU3HU:
* (usHoIOrNYecKasi FTHnepoOmInpyOnHEMUs;
* KEeJITYXa eCTECTBEHHOI'O BCKAPMIIUBAHUSL.

3. 1-8 Hees M KU3HU:
¢ BPOXICHHBIC TEMOJIUTUYCCKUEC aHEMUH,
* KEJNTyXa OT MaTePUHCKOIO MOJIOKA;
* mpexosinas ceMeitHas runepounupyonnemus (cuaapom Jirocu—puckon);
» runepOunupyounemus Kpurniepa—Haiispa,
* THUIIOTHPEO3;
* kedanoremaroma.

4 . ITocsie 8 Hee M KUZHU:
* TeMOJIMTHYCCKUE AaHEMUH;
* cunapoM XKunnbepa;
* Oose3Hp MelieHrpaxra.
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Puc. 73. Henpsimas runepOnnpyOuHeMust y HOBOPOXKJICHHOTO: a — PU3HOIOTHYECKAs
KENTyXa, 0 U B — TeMOJIUTHYECKasi 00JIe3Hb HOBOPOXKIEHHOTO 110 ABO-HECOBMECTUMOCTH
(merckast knmuHUYecKas 6onpHHULA UM.3.A . BauuiseBoii, Mocksa)

Takum 06pa3oM, IIpH BISBIECHUU THIIEPOUINPYOMHEMUN Bpayu-TeAUuaTp AOLDKEH OIpeie-
JIUTh XapakTep ounupyOuHeMuu (IpsiMast wig Herpamast). Heo0XoquMo IOMHUTS, 4TO IpsiMast
THHepOMIMpyONHEMNS BCET/a SBISETCS CIyTHHKOM XOJIecTa3a, KOTOPBIH MOXeT OBITh cie-
CTBHEM TSDKEIIBIX BPOJKICHHBIX 3a00JIeBaHMIT renaToOInapHON CHCTEMEL, ¥ TpeOyeT TIaTellb-
HOro obcnenoBanus peberka. Himke MBI IpHBOANM KIMHNYECKHE IPUMEPHI TO3THEH THarHO-
CTHKH XOJIECTa3a y JieTel paHHETO BO3PAacTa.

Knnnnvecknii npumep Ne6. Pebenox A (Manpyuk), 2 Mecsina, HocTynwi B TymiumH-
CKYI0 ieTcKyto ropoackyto 6onbuuny (TAI'D, HeiHe 6onbHuna uM. 3.A. banuisesoit) 15 mapra
2012 ropa.

Manpuuk ponmiics OT TpeTbeil OepeMEeHHOCTH, TPEeTbUX ponoB, ¢ maccoit 3510,0 r
1 JJIMHOW Tena — 52 ¢M; BO BpeMsi OEpeMEHHOCTH y MaTepH OBUIT BBISBIEH BBHICOKUAN TUTP
antuten knacca [gG k CMV (tounble naHHbIe MaTh pebeHKa He MOMHHT). C pOXKIEHUS Ha-
XOJIMJICSI HA €CTECTBEHHOM BCKapMJIMBaHMM. BpIMcaH M3 pOIMIBHOTO JI0Ma Ha 5-€ CYTKH
*u3HH. [locne BBIMUCKH U3 POAMIBHOTO JoMa 00CIIe0BaHUS HA BHYTPHYTPOOHBIC HH(EK-
LIUU HE POBOJUIIOCK.

Co ciioB mMarepu peOeHKa, ¢ MEPBBIX THEW KU3HH OTMEYaIach XKEITYIITHOCTh KOXKHBIX
MIOKPOBOB, KOTOpas cTajia 0ojee MHTEHCUBHOW K KOHILYy mepBoro Mecsia. OcMOTpeH nenua-
TPOM, TIOCTaBJIEH AUarHo3 «KoHbIoralmoHHast xenrtyxa (KeaTyxa OT MaTEPHHCKOTO MOJIOKa)».
Cocait akTHBHO, HO puOaBKa Macchl 3a nepsble 2 Mecsna xu3Hu cocrasuia 1000,0 T.

IIpu oOcrenoBaHUY MajBiMKa MO MecTy JkuTeibcTBa (Pecmybnuka Y30ekucraH) B BO3-
pacrte 2 MecsIEeB BBISBICHO MOBBIIICHHE YPOBHS 00111ero ounupyouHna 1o 188—196 Mkmons/i,
npsiMoro — 128-153 MKMOJIB/J, MapKephl remnaTuta He oOHapykeHbl. Tutp anturen k CMV
y pebenka cocrtaBwi: kimacca IgM — 10,4 Me/ma, IgG — 12,6 Me/mn (HopMa He Gosee
6 Me/mu). beut HarpaBiieH B O0BbHUIYY JUIS yTOYHEHHUS AUArH03a, HO POAUTENN CaMOCTOSTENb-
HO TIpHexay ¢ peOeHKOM B MOCKBY.

Ipu nocrynnennu B T oOpainana BHUMaHKeE KENTYIIHASI OKpacka KOXXHOTO TTOKPOBa,
MKTEPUYHOCTH CKIIEp, TeNaToCIUIeHOMeTanus (medeHs +4 cM, cene3eHka + 2 ¢M), He0CTaTou-
HO Pa3BUTON MOJKOXKHO-XKUPOBOH CIIOH, KalnIeoOpa3Hblid, CBETIIbIH CTYIL.
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Taoauua 19
IpuyuHbI NpsIMOi runepoNIMPyOHHEMUT

(1. leprox, Tx.dynu, 1999)

1. Tenatursl:
» supycHsle (HAV, HBV, HCV, CMV — o0ycnoBneHHbIE, a TAaKXKe BEI3BAHHBIE BUPYCaMU
Kokcaku, ECHO, repneca, kpacHyxu, DniureitH-bapp);
* OakTepHUalbHBIE;
* BHYTpUYTpOOHBIC (BpOXKICHHBIE) HEOHATAbHBIE TeTIATUTEI.

2 . AHOMAJINM Pa3BUTHS KeJTYeBBIBOASIIMNX IMyTeii:
* OwMapHas aTpesus;
* THIOIUIA3HUS OOIIETO >KeTYHOTO IPOTOKA;
* THIOIUIA3US HMHTPATOOYISAPHBIX JKEMYHBIX MPOTOKOB WM KAMMUIAPOB (CHHAPOM
Anaxwuns);
* KHCTBI XOJIE€A0Xyca;
* BpOXKICHHAS TUIATAINS KETUCBBIBOMIIINX MyTEH;
* MHOXXECTBEHHBIE KHCTHI B BOPOTaX IEUCHH;
* cunapoMm Kaponu (MHOKECTBEHHBIC BPOXK/ICHHBIC KUCTBI 10 X0y OWJIMAPHOTO TPAKTa).

3. /Ipyrue aHoMa/J Uy pa3BUTHS:
* cuHapoM Aagenas (JIuMdeaeMbl U XoecTasa);
* MPaBOCTOPOHHSISI AuadparManbHas TPbDKa,;
* MHUJIOPOCTECHO3;
* IOJIMKUCTO3HAst OOJIE3HB (TIOJUKUCTO3 MTEUEHH, TIOUEK U SUYHUKOB);
* (beranbHas TpOMOOTHYECKAS BACKYIIOMATHS [LUIAIICHTHI.

4 . O0beMHbBIC 00pa30BaHNS:
* IOBEHWJIbHAs KCAHTOIPAHYIIEMa;
 abcrecc MeYeHu;
* OITyXOJIH TIEYEeHHN;
* SXUHOKOKKO3;
* aJIBBEOKOKKO3.

S. Ilpu4nHBI, CBA3aHHBIE ¢ HAPYIIEHHEM CPOKOB IeCTaluH, IapaMeTpoB (puznvecko-
T0 Pa3sBUTHSA:

* HEJIOHOIIEHHOCTB;

* BHYTpUYTPOOHAs TUNOTPOQUS;

* TPaH3UTOPHBIA HEOHATAJIbHBIHA XONecTas;

* HEKPOTHU3HMPYIOLHUH SHTEPOKOJINT;

* CHHAPOM «KOPOTKOH KHILKH»;

* [UIUTENBHOE NapeHTEPaIbHOE TUTaHHE.

6. AyTouMMYyHHAsl JHTeponaTus .

7. 3abosieBaHusl, CBSI3AHHbIE C HApYLIeHHeM 00MeHa BellecTB:
o neuIuT G- 1-aHTHTPUTICHHA;
* TaJaKTO3eMUS;
* HEMEepPEHOCUMOCTb (PPYKTO3BI;
* MYKOBHUCIIH[IO3;
o neUIUT UTPUHA (LUTPYITHHEMHES);
* Oone3nr Humana-ITvka;
¢ Oone3ns lore;
e Tupo3uHemus | Tuma;
* TeMOXPOMATO3;
 mmukoreHos 111 tuna (6onesns Cori-Forbes);
* uroreHos 1V tuma;
* cuUHApOM XaHTepa;
* cUHApOM 3eIUIBerepa;
¢ Oone3ns Bunbcona-Konosaiosa;
* HEAJIKOTONBHBII CTeaToOrenarur;
* HEOHATaJIbHBIN 1uaberT;
* MUTOXOHApHAIbHAsI HEJOCTATOYHOCTb.

8. IIporpeccupyonuii ceMeiiHblii BHyTpHIIe4eHOYHBIH X0J1ecTa3.
9. Undexnnsi MOYeBBIX MyTeil Y HOBOPOAKICHHBIX.

10. Cunapom Dubin-Johnson, Potopa.

11. Cencuc, cenTunemMus.

12. TemogarouuTapHsblii CHHAPOM.

13. llepBuuHoe UMMYHOAe(ULIIMTHOE COCTOSTHHE.
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Pesynbrarnl o0ciien0oBanus:

VibTpa3ByKOBOE UCCIIEOBAHUE OPTraHOB OPIOLIHOM MOJOCTH: UMEETCs! FeNaToCINIEHOME-
rajys, JKeIuHbId my3sipb — 34 X 4 MM, neperud B obnactu gHa. [Ty3bIpHbIA NpoTOK — 1,5 MM.

OOmwii aHanM3 KpoBH: reMoniodbus — 115 r/m, spurp. — 4,0x1012/1, TpomMOGoOIUTEl —
283, neiik. — 7,8, cerm. — 42%, mum. — 48%, moH. — 10%.

buoxumudecknit aHanu3 KpoBH: mmienodHas ocdaraza 2920 en/n (4=53-727), AnAr —
228,5 en/n (B=no 40), AcAt-332,4 en/n (5=no 40), o0mmii Guaupyoun — 185,3 mxmoJb/i,
npsimoii — 114,1 mxmoab/i (ypoBeHb HpsiMoro OwiupyOuHa coctaBiseT 61,6% oT ypoB-
Hsl OOILIEro, YTO XapaKTEPHO YIS XOJecTasa), XolecTepuH — 8,2 MMoib/i (H=He Ooinee 4,9),
I'TTII - 162,3 en/n (u=7-32), JIAT" — 606,5 en/nm (H=He Gonee 480).

Koarymnorpamma: CHWXeH ypoBeHb npoTpoMmoOuHa 10 39,7% (8=70-130), anTHTpOMOUHA
111 (7o 53,7 mpu Hopme 75—140), npotenna C (mo 22,8% npu Hopme 70—140), mnasMuHOreHa
(o 49,7% npu HopMme 75-150), pubpunonus donee 12 munyT (H=4-10).

OOmuii aHaIM3 MOYH: BBISIBIEH YPOOUIMHOTEH.

Ceponorunueckoe uccienopanue: o0HapyxeHsl antutena k CMV kiacca IgG (66 Me/n —
y MarepH, 25 Me/n — y peGerka, Ipu HopMme He 6onee 6 Me/i).

JlaHHBIE aHaMHE3a U Pe3yNbTaThl 00CIEIOBaHUS M103BOJIMIN OCTABUTh IIPEIBapUTEIIb-
HBII 1UarHo3: « BHyTpuyTpoOHast HH(EKLUs, HEOHATaIbHbII renarut? BHeneueHouHas aTpe-
345 JKEITUEBBIBOAAIUX MyTell? CUHAPOM XoJecTazay.
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Jns nanpHedniero oOcnenoBaHus M JieueHUS Ha 3-i JIeHb MOCTYIUICHHsI peOeHOK ObLI
nepeBezieH B PecryOinuKaHCKy O AETCKYIO OOJNBHHUIYY MOCKBBI.
JlaHHBIH KIMHUYECKUH MpUMEpP BBIBISET PA OMMOOK B BENEHWH peOCHKA MO MECTY
JKUTEJIbCTBA:
* He ObUT 00CIIeI0BaH NMocie poXKASHUS Ul UCKIIIOUEHHsT BHYTPUYTPOOHON MHpEKIMH
(BO BpeMsi OEpEMEHHOCTH Y MaTepH BBISBICH BHICOKUH TUTp aHTUTEN K CMV);
* He ObUl 00CIIEOBAaH IO MECTY JKUTENBCTBA B CBSA3U C JUIUTENBHOH JKENTYXOH, 4TO
SIBUJIOCH TMIPUYUHON HENpPaBUJILHOW MOCTaHOBKH JuarHo3a («KoHbroramoHHast xei-
Tyxa») peGeHKy ¢ IpsMON THnepOuIpyOHHEMIEH;
* HE MpOBeICHA CBOEBPEMEHHAs OLEHKA HEJIO0CTATOYHON NMPHOAaBKM MAacChl Tena y pe-
OeHKa ¢ XOPOIIUM COCaTeNbHBIM peIICKCOM U IOIHOLEHHOH TakTanuel y MaTepu.

Kaunnveckuii npumep Ne7. Pe6énok C., neBouka, pomunack 12.10.2013 roga ot 5-it
OepeMeHHOCTH, 4eTBEPTBHIX CpPouHBIX poaoB (PecnyOnmka Skytus). Macca npu poxaeHUH
3790,0 1, muHa — 52 M.

C poXIeHUsI OTMeYanach KeNTyXa, KOTopas Oblia paclieHeHa Kak (pH3HMOJOTHYECKasl.
Brina Beimucana u3 pogmoma Ha 5 CyTKH KU3HU.

B Bo3pacte 12 cyTok xu3HM nocTynaet B AeTckoe otaenenue LIPb no mecty xurenscTBa
B CBSI3U C KPOBOTe€UeHHUEM U3 IynodyHoi paHkH. [Ipu obcnenoanuu B LIPB BhLsiBiIeHa Tunep-
OounmpyouHemust: 001Ut oOnmupyous ot 24.10.13 — 157,7 mxmons/1, npsmoit — 50,2 MKMOJIB/JT
(uto cocrasnser 31,8% ot ypoBHs obuiero, npu HopMme He Gonee 10%).

Takum 06pazom, UMeNa MECTO IpsMas THIepOMIHPYOUHEMHS, YTO TPEOOBAIO UCKIIIOUE-
HUS XOJIecTa3a M YTOUHEHHUS IPUYMHBI ero pa3BUTHSA. OHAKO PeOCHOK BBIITMCHIBACTCS IOMON
C IMarHO30M «TreMopparndeckasi 00Jie3Hb HOBOPOXKICHHBIXY.

Co cnoB MaMbl peOeHKa, C POXKICHUS y AEBOUKU CPHITHMBAHMSA, PBOTA, «Cepask» OKpacka
cTyna. B Bo3pacte 2 Mecsales NoBTOpHO nocrynaet B LIPB, riae Obu1 ocTaBlIeH JUarHo3 «3HTe-
poxonut. [Topok pazButus OnmapHoro TpakTa (OnnnapHas arpesus)? BeinmuceiBaeTcst oMo
C PEKOMEHAALUSAMH TIPOAOIIKHUTE 00cienoBanue B PecnyOiukanckoil 6onbHuie PecryOnuku
Skytus. OnHako Ui naneHeiniero o0cienoBanus nocrymnaer toiabko 25.01.14, B Bo3pacte
3,5 mecsiues, B uHpexkuuonHoe otaenenue JII'’Kb No2 fIkyTcka ¢ mpezmonaraeMpiM JHarH030M
«rematuty. Bo BpeMs obcnenopanus ¢ 25.01.14 mo 04.02.14 npu nposenennn Y3 BoisBICHA
runomiasus xeauHoro my3sips. C 04.02.14 no 06.02.14 neBouka HaXOAUTCS B XUPYPrHYECKOM
OTZEJICHUH C TMarHO30M «OWIMapHasi aTpe3usi, SKCTparedeHOYHbIH BapuaHT». B cBsi3u ¢ Gec-
TIePCIIEKTUBHOCTHIO KOHCEPBATHUBHOM TEPAIMK MPUHATO PEIICHHE O TPAHCIIAHTAIMH [IeYeHH
OT OMMKaKIIero poJCTBEHHHUKA (MaTepH).

PeOeHOK BpPEMEHHO BBIIUCHIBACTCS JOMOHM Ul aMOynaTOpHOTO HaOIIOAEHMS, 3aTeM
¢ 18.03.14 mo 21.03.14 HaxoguTcs Ha aMOyIaTOPHOM OOCIENOBAaHMH B OTACJICHHUH abJOMU-
HanpbHON xupypruu U TpaHciutantarun OI'BY mm. Axagemmka B.M.IlymakoBa (Mocksa).
21 maprta npu odepeHOM ocMOTpe BbIsBIsitOTCS npusHaku OPBU, u B 3ToT e neHb pebe-
Hok moctynaer B TIAKbB s neuenus. Haxonunace B nHpexkunonHom oraenenun Ne3, rie,
B COOTBETCTBHUH C KIMHHKON OOJIE3HH M JaHHBIMH PEHTTEHOTpa(UU OPraHOB TPYAHON KIIET-
KH, ObLT mocTaBleH quarno3: «OcTpas IpaBoCTOPOHHSIS MOJMCErMEHTapHAast THEBMOHUS (TsI-
JKelasi, BHEOOJNIbHUYHAS), OCJIIOKHEHHAs! MPABOCTOPOHHUM CYOCErMEHTAPHBIM aTeJIeKTa30M,
OpPOHXO0OCTPYKTUBHBIM CHHIPOMOM. AHOMAITHUS Pa3BUTHS KETISBBIBOISIINX Ty TeH (Ommrap-
Has arpesns). CHHAPOM XoJlecTasa, renaronuronusa. [lopranbHas rumepTeHsusy.

B cBs3u ¢ oTCcyTCTBHEM TOJIOKUTENBHOW IMHAMUKY B TEUCHUU ITHEBMOHMH, [1OSBICHHU-
eM acuuta, 25.03.14 neBouka Oblia NepeBefcHa B OTAEIECHHE PEAaHUMALMM U MHTEHCHBHON
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tepanuu. B OPUT, HecMOTps Ha TPOBOIUMBIC MEPOIPHUSTHS, COCTOSHHUE peOEHKAa MUMEIO
OTpPHUIATEIbHYIO JTUHAMUKY: HapacTaJld IPU3HAKH XPOHHYECKOH Te4eHOYHOH HEJI0CTaTOTHO-
CTH, KOTOpasl IpUBeJa K HeOIaronprusiTHOMY UCXOY.
AHanu3 UCTOpUH OOJIE3HH BBISABISICT IPyObIe OIMMOKH, COBEPIICHHEIE IT0 MECTY XKUTEIIhb-
CTBa peOeHKa!
* [IpH MIOCTYIJICHUH B CTAllMOHAP B Bo3pacte 11 cyTok He ObUIa JaHa rPpaMOTHAs OLICHKA
HoKa3arensM OmnupyOnHa (MMena MeCTo NpsiMasi TUIEepOMINPyOHMHEMHUS, YTO YKa3bl-
BaJIO HA XO0JIECTa3); peOeHKy ObLI IOCTABIICH AUArHO3 «reMopparuieckas 00Jae3Hb HO-
BOPOXKIEHHBIX, ULl KOTOPOH XapakTepHa HenpsMasi THIepOMTnpyOnHEMUSE;
* HE YYUTHIBAIHCH XKAJOOBI MaTepH Ha HENOCTATOYHYIO NMPHOABKY MAcChl, «CEPYIO»
OKPACKy CTyJa y AECBOYKH, HAXOAHUBIIECHCS TONBKO Ha €CTECTBEHHOM BCKapMIIMBAHUH;
* ObLIa MPOBEJICHA O3(HsA TOCIUTAIH3aINs (B Bo3pacTe 3,5 MecsIeB) B KIIMHIYECKYIO

OonpHUILY U1 00CIIeI0BaHUSI.
v

Puc. 74. Xonecras. [Ipsmas runepOunupyounemus. JKentyxa ¢ 3e1€HOBaTbIM OTTEHKOM
y peOeHKa ¢ IKcTpanedeHOYHOl OunnapHoit aTpesneit
(6onpuuna um. 3.A. banuiseBoii, Mocksa)

Takum 00pa3zom, aHATU3UPYS IPUIMHBI TTOSBICHHS JKENTYXH y JeTel ¢ renaroMerainei,
HEOOXOIUMO OLCHHUTh BAPHAHT THUNEPOMINpyOuHeMuu (TpsMasi UM HETpsiMasi) ¥ B TICPBYIO
ouepeh UCKITIOYHTE XonecTtas (puc. 74).

KOHTPOJIBHBIE TECTOBBIE 3AJTAHUS:
HHcrpykuus: BeIOEpUTE ONUH IPABUIBHBIN OTBET.

1. Jlna HenpsiMOH runepOunupyOMHEMUU XapaKTEPHO IOBLIIICHUE YPOBHS HEIPSAMOIO
O6unupy6uHa:

1. ©6onee 90% ot ypoBHs o011ero,
6oiee 80% ot ypoBHs o01iero,
6oniee 70% ot ypoBHs o01iero,
6oniee 50% ot ypoBHs o01iero,
YPOBEHb HEMPSAMOTo OMImpyOrHa He JOJDKeH OBITh HIbKe 99% 0T ypoBHS 0011ero.

IIpaBunbHeIi oTBET: 1

DA
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2. JIns mpsAMOit TUIepOHIMPYOUHEMHN XapaKTePHO TMOBBIIICHHE YPOBHS MPSIMOTO OWITH-
pyOuHa:

kWb =

6oiee 50% ot ypoBHs obuiero,
6ostee 30% ot ypoBHs ob1iero,
6onee 15% ot ypoBHs 0011€eTO,
6onee 10% ot ypoBHs obuiero,

BCHB IIPAMOT WU MHa HC JOJIXKCH OBITh HHXK! o OT BHS ICTO.
0BE oro 0 OuHa He TOIDKEeH O e 90% oT ypoBHs 001IeTO
IIpaBunbHEIL oTBET: 3

3. psimast rTUepOMINPYOHHEMUS SIBISCTCS CIICICTBHEM:

Nk wbh =

HapYILICHUS KOHBIOTallMU OWIIMpyOUHA B TENaTOLUTAX,
TUI0aILOyMUHEMUH,

BBICOKOH aKTHBHOCTH (DepMEHTa Y-IIMIOTaMIIITPAHCHIETITHAA3bI,
AKTHBALUH KHIICYHO-TICUCHOUHOU PELUPKYIALUKN OHITHpyOrHa,

XoJjiecrasa.
IIpaBunbHEIN OTBET: 5

4. IlpyunHoi npsiMoi runepOUIUpyOHHEMUU MOXKET ObITh!

NhAWDD =

ke(dasoremaroma,

JKEJITyXa OT MaTepUHCKOIO MOJIOKa,
cunaapom Kpurnepa—Haiisipa,
CHUHAPOM AJaXKuiIs,

cunapom Jlrocun—/Ipuckona.
IMpaBunbHBIl OTBET: 4.

5. ITpuunHO#M MpsAMOH runepOounupyOMHEMUN He SBIISETCS:

M.

MapeHTepaibHOE TTUTaHHE,
cunpom Poropa,

TPaH3UTOPHBIN HEOHATAIBHBIA XONecTa3,
6ome3us Humana—ITuka,

curnpom Kunsoepa.
IIpaBunbHBINA OTBET: 5

6. [TpuunHON NPSAMON rUNEpOUITUPYOUHEMHUN Y HOBOPOXKICHHBIX MOXKET OBITh:

nhwb =

MH(EKIUsI MOYEBOI CHCTEMBI,
kedasoremaroma,

JKEITyXa OT MAaTEPUHCKOTIO MOJIOKA,
cungapoM Jlrocun—/lpuckona,

ABO-HECOBMECTUMOCTb.
TIpaBunbHbIN OTBET: |

7. llpranHoii Xonecrasa He SBISETCS:

kv =

[UTPY/UTHHEMUS,
CHHJIPOM 3eIIBerepa,
reMo(aroUTapHbIil CHHAPOM,
6onesnp MeilneHrpaxra,

CHHIPOM KOPOTKOW KHIITKH.
TIpaBunbHEIA OTBET: 4
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8. Kinaccuueckumu MpU3HAKaMH XO0JIeCTa3a ABJIAOTCA:

L.

nhA WD

KenTyxa, GparMeHTHPOBaHHAs OKpacKa CTyJa, CBeTIas MoYa,
JKEJTyXa C 3eJIEHOBATHIM OTTEHKOM, aXOJIMYHBIN CTYJI, TEMHAs MOua,
JKENTyXa, CTYJ C IPUMECHIO 3eJICHH, IPO3payHas Moya,

KENTyXa, UKTepUYHOCTh CKJIEp, IIPO3payHas Moya,

KenTyxa, PparMeHTHPOBaHHAsI OKpACcKa CTyJa, TEMHAsE MOYa.
IIpaBuibHEI OTBET: 2
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OCTPAA U XPOHUYECKAS IEYEHOYHASA
HEJOCTATOYHOCTL V AETEHN
C I'EITATOMETAJIMEN

3aboseBaHus TIEYCHHU Y JIETeH BCTPEUAIOTCS CYIIECTBEHHO PeXke, YeM y B3pocibix. [Ipe-
AKJIe YeM IIOCTaBHUTh ITPAaBUIIbHBIN IUATHO3, HEPEAKO BO3HUKAET HEOOXOAUMOCTh B IPOBEICHHI
0O0IBIIOro KOIMIECTBa UCCIIEJOBAHNI, KOTOPBIE TIO3BOJISIOT BEIIBUTE OOJIC3Hb HA PAaHHHX CTa-
JWAX, 9TO JaeT BO3MOXKHOCT MPEAYNPERUTh Pa3BUTHE OCTPOH M XPOHHYECKOH MEUCHOTHOM
HEJOCTAaTOYHOCTU UM 3aMEAIUTh €€ TEUCHHE.

Bpau-neauarp 10KEH 3HATh BO3MOXKHbIE IPUYKHBI OCTPOH M XPOHUUECKOH IeUeHOUHOM
HEJJOCTaTOUYHOCTU U YMETh IIPOTHO3UPOBATh BEPOSITHOCTH UX pa3Butus [8,16,89].

6.1. OcTpasi neyeHOYHAST HEOCTATOYHOCTD.

OCTpaﬂ IICYCHOYHAas1 HEOAOCTATOYHOCTh MOXKET 6bITb CJICACTBUEM CaMbIX Pa3JIMYHBIX
COCTOSIHUI: BUPYCHOTO T€aTHTa, JEKAPCTBEHHOTO IelaTUTa BCIIEACTBUE MEPELO3UPOBKH XKa-
POIOHIKAIOIINX CPEICTB (HallpuMep, Imapareramosna), ayTONMMYHHBIX WIIH BPOXKACHHBIX Me-
Tabonnueckux 3aboneBanuii (1a61.20). KnuHUYECKMMHU TPOSBICHUSIMH OCTPOM MEUCHOYHOM
HEJJOCTaTOUYHOCTH Y JIeTeH SBISTIOTCS JKENTyXa, KOaryJoaTHs 1 Ie4YeHOTHas dHIe(atonaTus.

Koarymonarus siBisieTcst IOCTOSHHBIM MPU3HAKOM, TOT/IA KaK JKeNTyXa U SHIEe(PaonaTHs
MOTYT UMETh Pa3IMYHYIO CTEIICHb BHIPAXKCHHOCTH.

DHuedanonarusi y HOBOPOXKICHHBIX U JETEH MEPBOTO rofa XH3HU MOXKET MPOSBISATH-
Cs1 PBOTOM, HapyLICHUSIMU CHA, B CTaplLIEM BO3pacTe€ OTMEUAeTCsl Pa3BUTHE arpeCCHUBHOCTH.
PaHHss muarHocTika OCTpOH NEYCHOYHOH HEAOCTAaTOYHOCTH HEOOX0AMMa [T TPEAyPEexKIe-
HHS TaKUX BTOPUYHBIX OCJIOKHEHHH, KaK OTEK MO3ra, >KeIyJ0YHO-KHIIeYHbIE KPOBOTECUCHHUS
U MOoYeYHast HeIoOCTaTOUHOCTh. [Ipu olieHKe cocTosHUS peOEHKa TpeOyeTcst onpeIenuTh 1abo-
paTopHBIe KPUTEPUH OCTPOH MEYSHOTHON HEAOCTATOYHOCTH M MPOTHOCTUYECKH HEOIAronpu-
SITHBIE TIpU3HaKy (Tadm. 21,22).

Jlo HacTosImIero BpeMeHH JICTAIbHOCTh TIPH OCTPON MEYSHOYHON HEJOCTaTOYHOCTH, KO-
TOPYIO MHOT/Ia HA3bIBAIOT MOJTHUCHOCHBIM TeMaTUTOM WITH MTEUYCHOYHBIM HEKPO30M C dHIe(ha-
nomarueit, nocruraet 70%.

Ha ucxon ocTpoil meueHOUHOM HeOCTaTOUHOCTH BIMSAIOT BO3pacT peOeHKa, PE3UCTEHT-
HOCTBH OpraHn3mMa U BbBIPAXKECHHOCTH MOpq)OJ'[OFI/I‘{GCKI/IX M3MEHEHUH IIeUEHH.

6.2. Xponnueckasi ne4eHO4YHasI HEAOCTATOYHOCTh. L{uppo3 neyenu.

B ocHoBe pa3BuTHS XpOHUYIECKON MTEYEHOYHON HETOCTATOUHOCTH Y JETEH B TOJABIISIO-
meM OOJIBIIMHCTBE CIyYaeB JIeKAT MPUINHEI, CBI3aHHBIE C AHOMAIUSIMH Pa3BUTHUS OHIHap-
HOTO TPaKTa, BPOXJICHHBIMU HAPYIICHUSIMH MeTaboiu3Ma, renaturaMu (tabdm. 23). XpoHu-
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Taoauna 20
IIpu4YuHBI OCTPOIi MEYEHOUHOIT HETOCTATOYHOCTH B 3aBHCMMOCTH OT BO3pacTa

(D . Kelly, 2002)

HoBopo:k1eHHbIE U 1eTH NEPBBIX 6 MecsIeB KU3HM:
* HH()EKIHOHHBIC TIOPAXKEHHUS [ICUCHHU: CETICHC, TeaTUT B, Manspusi, reHepain30BaHHast
BUpYyCHast MH(EKIHs1, BEI3BAHHAS aICHOBUPYCaMH, dKXoBHpycamu, Kokcaku B;
* MeTabONMYECKHE HapylICHHUs: HEOHATATbHBI reMOXpoMaro3, TUpo3uHeMus I Tuma,
MHTOXOH/IPUAIbHBIC HAPYUICHHUS, Ae(PEKThl OKUCICHHS KUPHBIX KHUCIIOT;
* MEIMKaMEHTO3HbIE CPECTBA (MapaleTaMmon);
* reMo(aroIUTapHbIi CHHIPOM.

JeTH crapiue 6 MecsineB 5KU3HM:
* BHUPYCHBIE IeMaTHTHI;
* ayTOMMMYHHBIE TeIIaTUTHI;
* MeIMKaMEHTO3HBIE CPEeCTBa (TIapaneTaMor, BAIbIPOaThl, KapOaMa3enH, H30HHA3UN);
* 3a0oseBaHusl, CBA3aHHbIE C HAPYILICHUEM MeTaboIu3Ma;
* Mansapus.

Tabauna 21
Kputepuu nadopatopHoii THATHOCTHKYU OCTPOIi MeYeHOYHOIT HEIOCTATOYHOCTH

(D . Kelly, 2002)

* npsimMast (KOHBIOTHPOBaHHAs) THIIEPOUITUPYOUHEMHUS,
* MOBBIIIEHUE YPOBHA aMuHOTpaHcdepas (Hepenko pocruraer 10000 en/n u Gonee);
* mpoTpoMOUHOBOE BpeMs — Ooiee 40 CeKyH]I.

Tao6auna 22
IporHocTHyeckn HedIATONPUSITHBIE IPU3HAKH Y JeTeld
€ OCTPOii MeYeHOYHOIi HeAOCTATOYHOCTHIO

(D . Kelly, 2002)

* YIUIMHEHHE TPOTPOMOHMHOBOTO BpeMeHHU — Ooiiee 60 CeKyHIT;
* CHIDKCHHE YPOBHS aMHHOTpaHc(epas;

* MOBBIIIEHUE YPOBHA OmnupyOuHa 6onee 300 MKMOIIB/II;

* yMCHBIIEHHE Pa3MepoB IICUCHH;

e cHmwkenue pH xposu — menee 7,3;

* THIOIIMKEMUS;

* pa3BUTHE KOMBIL.

YecKasl ICYCHOYHAs] HEJOCTaTOUYHOCTD SIBIISCTCS PE3YJABTATOM IIPOTPECCUPYIOLIETO TEUCHHS
3a0oneBanuii neuenu [13].

EcrecTBeHHBIM HCXOIOM BCeX (GOpM MPOrpeCcCUpYyIONINX XPOHHIECKUX 3a001eBaHui Te-
YEeHU SIBIISIETCS PAa3BUTHE LUPPO3a M TOPTAIBHON THITEPTEH3UH, KOTOPbIE MOT'YT OBITh KOMITCH-
CHPOBAaHHBIMH M JEKOMIIEHCHPOBAaHHBIMH. [IpH3HaKkamMy IEKOMIEHCAUH SIBISIOTCS IIOTEPS
CHHTETHUECKOW (DYyHKIMM MEYEeHU W Pa3BUTHE OCIOKHEHHH, TaKMX KaK MalbHYTPHTHBHBIN
CHHAPOM, KPOBOTEUEHHE M3 BEH ITHIEBO/A, aClUT, dHIedanonarus, renaropeHanbHas Heo-
CTaTto4HOCTh (Tabmn. 23,25). [lpu onpeneneHnH BEPOATHOCTH LUPPO3a U XPOHUYECKOH Teye-
HOYHOH HEZOCTAaTOYHOCTH HEOOXOOMMO OPUEHTHPOBATHCA HA YETKHE JHArHOCTHUECKHE KPH-
TEPUU JTAaHHBIX COCTOSTHUM (Tabm. 26).
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Taoauna 23
Benyumme npu4uHbI XpOHUYECKOIT eYeHOUHOH HEJOCTATOUHOCTH Y JeTeid

(D . Kelly, 2002)

OusmapHas aTpesus;

WIVONIATHYECKUI HEOHATANbHbIIN renaTuT;
CHHIIPOM AJIaXKHUIIS;

CeMEHHBIN BHYTPHUIICYCHOYHBIN X0JIeCTas;
JneUIUT G- 1-aHTUTPUTICHHA;

TUpo3uHemust | Tuma;

Oone3np Bunbcona;

KHCTO3HBIN (HHOPO3;

DIIMKOTCHO3bI;

AyTOMMMYHHBIH I'€lIaTHT;

BUPYCHBIE TEIIaTHUTHI;

(ubpomnonukrcTo3Has 00ye3Hb eyeH: (Hepenko ¢ cuHapomMoM Kapoun);
MEPBHYHOE UMMYHOAC(DHUIIMTHOE COCTOSIHUE;

Taoauna 26
Jlnarsocruyeckue KpMTEPHH Pa3BUTHS LUPPO3a
U XPOHHYECKO¥ MeYeHOYHOH HeI0CTATOYHOCTH

* TEenaToCIUICHOMETAJHsI U PacIIUpeHne COCYA0B MeUYeHH Mo AaHHbIM Y 3U;

* BapUKO3HOE PACUIMPEHHE BEH IUIIEBOJA U JKEIYJIKa 110 JAaHHBIM 3HI0CKOIHYECKOIO
WCCIIEeIOBAHMS,

* TOBBILICHHE YPOBHS aMHUHOTpaHcdepas (B cpenHeM B 3 pasza MO CpaBHEHHIO ¢ HOP-
MaJIbHBIMU [10Ka3aTeNIsIMU);

* MOBBIIICHUE YPOBHS IIENOYHON (ocdarassl U y-TIOTaMUITpanchepassl (B 2 u Oonee
pas, 0 CPaBHEHHUIO ¢ HOPMOIA);

* HU3KOE COAEPXKAHHUE CHIBOPOTOUHOro asbOymuHa (MeHee 30 1/1);

* CHIDKCHHE YPOBHS CBIBOPOTOYHOTO KanbIus U ocopa;

* aHemus;

* mpoTpoMOUHOBOE BpeMs — Ooiee 20 ceKyH;

* MeJUIEHHbIE HEPEry/IpHble HU3KOUACTOTHBIE BOJIHBI HA AIEKTPOSHLE(DATIOrPAMMAX.

HEaJIKOTOJIbHBIN CTEaTOTCIIaTHT.

Taonauua 24
OcJ10:xHeHnsI HUPPoO3a y AeTeit

(D . Kelly, 2002)

MaJIbHyTPUTHBHBIN CUHIPOM U 3aJlepKKa POCTa;

KOaryJonarus;

HOpTaNbHAas THIEPTEH3MA: THIEPCIIEHU3M, BApHKO3HOE PacIIUPEHIE BEH MTUIIEBOA H
XKeNyAKa, KPOBOTEUEHHS 3 BAPUKO3HO PACIIUPEHHBIX BEH, aCLUT, SHLEhaIOnaTHs;
renaronyIbMOHAIbHBII CHHAPOM;

TeHnaTopeHaIbHBIH CHHIPOM;

qacTble OaKkTepuanbHble HH(EKIUH, IEPUTOHUT;

renaTolesUIoIapHas KapLUHOMA.

Ta6auna 25
KianHuyeckune nposiBjieHUs IEKOMIIEHCHPOBAHHOI0 IUPPO3a y AeTeii

TEJICaHTUIKTA3HUH;
THITOTOHHST;

MaJbHYTPUTUBHBINA CHHIIPOM;
renarTocCIICHOMETallus;

aCIIUT;

JKeNTyXa (MOXKET OTCYTCTBOBATH).
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Takum 00pa3oM, Ipu HeOIArONPUATHOM TEUEHHU 3a00JeBaHUH MEYeHU HEOOXOIUMO
BBIIBUTH KPUTEPUU, YKA3bIBAIOLIME HA PA3BUTHE OCTPOM U XPOHUUECKON IEUECHOUHOH HENo-
CTaTOYHOCTH, IUPPO3a IECUEHH.

PanHss nuarHocTHKa W CBOEBPEMEHHAs Tepanus I03BOJSIOT 3aMEIJINTh pPa3BUTHE
OCJIOKHEHHH, XapaKTepHBIX JUIS IIPOTHOCTHYECKH HEOIAarONMpUsATHBIX 3a00JIeBaHHH ITEUSHH.

K coxanenuro, sl HEKOTOPBIX PEIKHX BPOXKICHHBIX 3a00JieBaHUN HEeONaronpHsTHBIH
HCXOJ MPeoIpeaeéH B TEUEHUE IIepBOro roaa ku3Hu. [IpuBonum ciyyaid BpoXKI€HHOTO 3a-
OoneBaHMs, COMPOBOXKIABLIETOCS MEYCHOYHON M MOJMOPTaHHOW HEJOCTaTOYHOCTHIO — CHH-
nIpom aerienu MutoxonapuaiasHor JIHK, koTopslii ¢ mepBhIX MecsIeB KU3HU MPOSBIISETCS
IByMs BeIyLIMMH NPU3HAKaMU: TelaToOMeTalIuel u mporpeccupyomeil daraabHoOi neyéHoy-
HOM HEJJOCTATOYHOCTHI0, MHOIIATUEN C TeHEPATN30BaHHOM TMIIOTOHUEN.

Knunuuecknii npumep Ne8. Brinncka u3 uctopun 6one3Hu pedenka ., neBouxa.

Popnunace oT 5-# GepeMEHHOCTH, BTOPLIX CPOYHBIX poaoB 14 urons 2012 roma. Ouenka
no mkane Anrap 8/9 6amnoB, macca mpu poxiaeHuu 3520,0 r, muHa — 52 cM. B ponnome
IIPOBe/ICHa BaKIIHANUS beg ¥ MPOTHB renaruta B. Beimicana [oMoli B yIOBIETBOPUTEIBHOM
COCTOSIHUM.

AKymepckui aHaMHe3 MaTepH OTATOIICH: B IEPBOM TPUMECTPE JaHHOH OepeMEHHOCTH
(cpok recraunu 3-4 Henenn) nepeHeciaa OPBU, B TpeTbeM TpuMecTpe B aHAIN3aX MOYH OBLIH
BBISBJICHBI JISHKOUUTYPHSI M OaKTEpUypHs, B CBS3H C YeM IOIydasla aHTHOAKTepHAJIbHYIO
Tepanuio B TeueHue 10 mHeit.

C poxneHust peOSHOK HaXOIWJICS Ha CMEIIAaHHOM BCKapMIIMBAaHHWH W3-3a THIOTATAKTHU
y MaTepH. ATMETUT AEBOYKU OBUT CHIDKEH, Cocalla HeJOCTaTOYHO aKTHBHO, M K KOHITY IEPBOTO
MecsIa JKU3HH nprbaBka Maccel coctaBmia Toibko 400 . B Bo3pacTe onHOTro Mecsiia, nepe
OYepeaHON BakIMHALMeH MPOTHB remaruta B, B oOmem aHanu3e KpOBH BbIABICHA aHEMUS
JIETKOM CTENEHHU, B O0ILEM aHAIM3e MOYH — JICHKOUUTYpus A0 15 n/3p. B moBTopHOM aHanu3e
MOYH COXpPaHsIach JIEHKOUUTYPHs, HEPPOIOTOM 10 MECTY JKUTEIbCTBA ObUT Ha3HaueH Qypa-
ruH 50 mr/cytku B 3 npuéma. ITo moBogy aHeMuu Ipenaparhl xKeje3a He Ioydana.

B TeueHue BTOPOro Mecsla KU3HU alMeTUT OCTABAJICS CHUKEHHBIM, 32 OTHO KOPMJICHHE
cbenana He 6osee 50-60 mu (cyTouHsli 00beM nuTanus — He 6onee 400 mu), crana 6ecroKoii-
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HOH, nepecrana npuoasisaTh B Macce. OcMOTpeHa BpauoM-IIEIUaTPOM B BO3pacTe 2 MECALEB.
Bb110 00palieHo BHUMaHuUE, 4TO ¢ pOXkIeHHs 001as npubaBka Maccsl coctaBuia 480,0 1, ume-
JIM MECTO OJIETHOCTH KOYKHOTO TIOKPOBA, JIETKasi HKTEPHYHOCTB KOKH U CKiiep. [lepeuncieHHble
CHMIITOMBI MOCITY)XKWIIH OCHOBaHMEM JUIsS rocnuranusanuu pedenka B OauHioBckyio LIPB.
C 17.08.12 rona naxomwiack B Oqunnosckoil L{PB, rne ormMeuanocs HapacTaHue BSJIOCTH pe-
OeHka, OJIEIHOCTH, OTKA3 OT €/bl (KOPMJICHHUE MPOBOJMIOCH Yepe3 HA30TaCTPaIbHBIA 30HT).
21.08.12 ropa nosiBunack pBoTa KodeiHoi rymei u 1€rreo0pasHblil Ty, 4To OBLIO pacLeHe-
HO KaK JKeJIy[0YHO-KUIIEYHOE KpoBoTeueHue, 1 21.08.12 neBouka nepeBoAUTCS B OTAEIEHUE
peannmanuu T (OPUT).

Cocrosinune npu nocryniediuu B OPUT kpaiine Tszke10e: Ha OCMOTP MPAKTUYECKU HE
pearupyer, KOXHbI€ TIOKPOBBI XOJIOHBIE, UKTEPUUHBIE, C BBIPAXKEHHONH MpaMOpHOCTbI0. Ciiu-
3UCTBIE ONIEJHO-IIMAaHOTUYHBIE, CyXHe, CKIepPhl UKTEPUYHBbIe, Typrop TKaHeH CHMKeH. TOHBI
cepala mIyxue, puTMHYHBIE. JKUBOT MATKHUH, JOCTYIIEH ITyOOKOH MasbIIalluy, IIeYeHb +5 cM
u3-110f kpasi peOepHOH 1yru, MIOTHOM KOHCUCTEHIUHM, cene3eHka +1 cMm. B obmem anamu-
3¢ KpoBH BbIsiBlieHa HOpMoxpomHas anemus (Hb 90 g/, MCV 88,6;MCH 28,4), neiikounTo3
24000/mm3. TIpu uccnenosanuu KIIC oOHapyxeH IEKOMIIEHCHPOBAaHHBIN METa00IHYECKUM
arnos (pH — 6,92).

Buoxumudeckuii ananus kpoBu: ANAT — 467 en/1, ACAT — 552 exn/n, odmuii Ounupyous —
83,6 MkMoJIb/11, ipssMol OuupyOrH — 53,1 MkMonw/n, mienodnas ¢ocdarasza — 1606 en/i,
naktaraeruaporenaza — 1003 ex/n.

Koarynorpamma: HOJIHOE OTCYTCTBHE KOAryjsilU{; MOCJIE OJHOKPATHOTO INEpPEIUBAHUS
CBEXKE3aMOPOXKEHHOI I1a3Mbl MPOTpoMOH — 26,4%, ¢ubpunorex — 0,08 r/mn, TpomOruHOBOE
Bpems — 30 cek, anTuTpoMOuH 111 — 25%, nporenn C — 12,7%, AUTB — koarynsnust oTcyT-
CTBYeT, I1a3MHHOreH — 27,3%.

Takum obpazom, npu nocrymjiennn B OPUT BbisiBIeH CHHIPOM IenaTonUTOIN3a,
X0J1ecTa3a, KoaryJlonaTuu, YTo MO3BOJISIIIO CYUTATh, YTO Y pedeHKa uMeeT MeCTO pPa3BH-
THe MeYeHOYHO! HeI0CTATOYHOCTH, IPUYMHA KOTOPOii TpedoBa/ia yTOUHEHHUS.

Hesouka naxoaunach B TAI'b ¢ 21.08.12 o 31.03.13 (B o01ieli CIIOKHOCTH B TCUCHHE
7 mecsiueB). [ToHayamy COCTOSIHHE UMEIIO TCHICHIIUIO K YITyUIICHU0, peOCHOK OBLI IepeBe/icH
B TacTPOIHTEPOJIOTHIECKOe OTIENICHUE, 3aTeM B NeHaTpHIeckoe, HO B pe3yabTare HapacTa-
HMS OPU3HAKOB IIEYEHOUHOH HE0CTAaTOUHOCTH BHOBb IOCTYIHI B OTAEICHHE PEaHUMALUH,
rae 31.03.13 HacTynun HeOIAroNpPUSATHBIA UCXOI.

JluarHo3 mmpy HanpaBlIeHUH Ha MAaTOJIOT0aHATOMHYECKOe HcciienoBanne: « MUTOXOHIPH-
anbpHOE HapylleHne oOMeHa (HeyTouHeHHoe). Lluppo3 neuyenu. IlopranbHas rUNEpTeH3U.
ACI_U/IT. BTOpI/IqHaﬂ KoaryJjornaTrus. HOJ’[HOpl"aHHaH HEOOCTAaTOYHOCTh (neququaﬂ " ITo4Ye4YHas
HenmoctatouHocth, JIH 111 crenenn, HK 2B). Anemus cpenneit creneHu tsxectu. J[BycTOpoH-
Hsist THeBMOHMS. [ umorpodus 11 crenenn. 3agepixka TEMIIOB MOTOPHOTO Pa3BHTH».

HOCMepTHO METOAOM IMPSAMOIro aBTOMAaTHYECKOIr0 CCEKBCHUPOBaHUSI W METOAOM
Real-timePCR, ObLI0 mpoBeseHO 00ce[0BaHe B J1a00paTOpUy HACIIEACTBEHHBIX OOe3Hei
obmena BemectB PI'BY «Mennko-reHeTHueckuii Hay4HbIH LEHTp» (3aB.J1aboparopueit —
k.M.H. E.1O. 3axapoBa). OOHapy>xeHO, 4TO KoJIM4ecTBO MuToxoHApuansHoi JJHK 6b110 pesko
CHIDKEHO (45 xonwuii Ha KIETKy npu HopMme > 2000 konuii Ha KIeTKy). JlaHHBII Mmoka3arelns
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CBHETEJILCTBOBAI O HAJIMYMH Y peOeHKa OXHOHN U3 (hOpM CHHIPOMA UCTOIIECHHST MUTOXOHAPH-
ampHON JIHK (nemmerun muroxonapuansroit JJHK).

Cunapom aensenuu muroxonapuaasHoii JTHK (mtAHK) nmeer ayrocomHo-penec-
CHBHBII TUI HACJIE[OBAHUS U IPOSBISETCS TPEMsl KIMHUYECKUMU GopMamu: (aTanbHON UH-
(aHTHIBHOM renaTonaTueii ¢ 1e00ToM B EPHOAE HOBOPOXKICHHOCTH (MMEBILIEH MECTO Y Ha-
Ier0 MAlMeHTa), BPOXKACHHOW MHUomNarneil M MHPaHTHIBLHON AeTckoi muonaruei. [TomHoe
onucaHue cuHapoMa Briepsbie 0pu10 1aHo C.T.Moraes et al. B 1991 roxy [111].

Huske Mbl DIPUBOIUM PE3yIbTaThl MOPGHOIOTHUECKOr0 UCCIEIOBAHUS TI€UECHH y HalleH
nanueHTky. MMeno MecTo pa3BUTHE MAKpPOLYISPHOIO U MHKPOHOLYJISIPHOTO LUPpPo3a (puc.
75, 76). HeoxxnaHHOH HaXOAKON OKa3al0Ch HAJIMUUE OONBIIOrO KOJHMYECTBA KJIETOK, XapaK-
tepHbIx 1t CMV (puc. 77). Ceponornveckue uccienosanus u [11[P, BeIONIHEHHBIE HEOAHO-
KpaTHO, TPH3HAKOB BHYTPHYTPOOHOU WH(EKINH MPMKU3HEHHO HE BBIABIIIM, XOTS JTaHHEIE
aHaMHe3a KOCBEHHO YKa3bIBaJl Ha BBICOKYIO BEPOSATHOCTh BHYTPHYTPOOHOTO MH(HIMPOBA-
Hus (OPBU B nepBoM TpumecTpe 6epeMEeHHOCTH, MHPEKINSA MOYEBON CUCTEMBI — B TPETHEM).
Brnonne BCPOATHO, UTO JONOJTHUTCIIBHBIM CbaKTOpOM, Cl'[OCO6CTByI-OlJ_lI/IM TSHKCJIOMY TCYCHUIO
OosesHu, ObLIO reHepanu3oBanHoe TeueHne CMV ¢ pa3BUTHEM LIUTOMETaJIOBUPYCHOTO METa-
mopdo3a (puc. 77).

Puc. 75. MakpoHOAY ISIpHBIH IUPPO3 Y 9-MECAUHOTO peOCHKA ¢ CHHIPOMOM JICTUICIIUH
mutoxoHapuanbHoi JTHK (TymmHckas nerckas ropojackas oonbauna, 2012 rog.
3aB. nanoroanaromuueckum otaenenueM JI.I1.Karaconosa)

Puc. 76. MukpoHORyispHbIi UPpo3 y 9-Mecs4HOro pedeHKa C CHHIPOMOM JETIICIUN MU-
toxonapuansHoi JJHK (TymmHckas nerckas ropoackas 6onpauna, 2012 rog.
3aB. nasnoroanaromuyeckum otaenenueM JI.I1.Karaconosa)
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Puc. 77. Knetku CMV («COBHHBIH TI1a3») y 9-MecsuHOr0 peOeHKa ¢ CHHAPOMOM JICTUICIHH
mutoxoHapuaibHoi JTHK B untepctuimn nouku (TylInHCKas AeTCKasi ropoickas OOibHHUIIA,
2012 roa. 3aB. nanoroanaromuueckuM otneneHuem JI.IT.KaracoHosa)

KOHTPOJIBHBIE TECTOBBIE 3AJAHUSA:
HWHcTpykuus: BEIOEPUTE OJIMH NPABUIIBHBIA OTBET
1. OCHOBHBIMHU IPOSIBICHUSMH ITI€4EHOYHON HEOCTATOUHOCTH Y JIETEH SBIISIOTCS:

1. kenryxa, Koaryiomnarus, sHiedanonarus,

JKENTyXa, MoBbIeHHe (epMeHTOB ATAT U ACAT, sHIIedanonarus,
JKEJTyXa, FelaToMerajius, oBbIIeHHe pepMeHTOB ATIAT U ACAT,
JKENTyXa, FelaToMerajys, OBbIIIEHHE YPOBHS 1eI04HOH (ocdaTasbl,
JKEJITyXa, SKXUMO3bI, YIJIHHEHNE TPOTPOMOHHOBOTO BPEMEHH.

RAE el

IpaBunbHeIi oTBET: 1
2. JJaGopaTOpHBIMU KPUTEPUSIMH OCTPOH MEUEHOYHOM HEIOCTATOUHOCTH CUUTAOTCS:

1. HempsiMasi TUMEpOWIMPYOHMHEMHUSI, TIOBBIILICHUE YPOBHS aMHHOTpaHcdepas, mpo-
TpoMOUHOBOE BpeMst — Gosee 40 cexyH I,
2. mpsiMas THIEpOMIUPYyOHMHEMUSI, HU3KUH YPOBEHb aMUHOTpaHcdepas, mpoTpoMoOu-
HOBO€ Bpemst — 6osiee 20 cekyH[,
3. mpsMas TUnepOUTUPYONHEMUsI, TIOBBIIICHUE YPOBHSI aMUHOTpaHChepas, mpoTpOM-
6uHoBOE BpeMs — bonee 40 cexyH[,
4. HemnpsiMas TUIICpOMITHPYOUHEMHUS, TPOTPOMOHHOBOE BpeMst — 6ostee 20 CeKyH/I, 1Mo-
BBILIIEHHE YPOBHSI aMHHOTpaHCdepas,
5. HenpsimMasi rUnepOMIMpyOUHEMHs, HU3KHIH YPOBEHb aMHHOTpaHcdepas, mpoTpoM-
O6uHOBOE Bpems — Oosee 40 cekyH[I.
IIpaBunbHsIl oTBET: 3
3. Kaxoe 3a0oneBanue sBIsIeTCs HAHOOJee YacTOH MPUINHON XPOHUIECKOH MEYSeHOTHON
HEJOCTAaTOYHOCTH Y JIeTel paHHero Bo3pacrta?

0ose3us Buibcona,
TreMOXpOMaro3,
OunrapHas aTpesus,
ayTOMMMYHHBIW TEIaTHT,
cunapom Kuapu.

kb

TIpaBunbHEIN OTBET: 3
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4. K J'Ia60paTOpHLIM Mpu3HaKaM HqUppo3a NMEYCHU OTHOCATCA:

1. rumoanbOyMHUHEMUs, YIUTMHEHHE IPOTPOMOMHOBOTO BpeMeHH — Gojiee 20 cekyHI,
CHI)KEHHE YPOBHS CBIBOPOTOYHOTO KajbLus U Gocdopa,
2. runoaJb0yMUHEMHs, YKOPOUCHHE IPOTPOMOMHOBOTO BpeMeHH — MeHee 10 cexyH,
CHIDKEHHE YPOBHS CBIBOPOTOYHOTO KalbLus U Gocdopa,
3. mOBbIIIEHHE ATBOYMUH/TTIO0YIHHOBOTO KO3(Q(UINEHTa, YIUTHHEHHE TPOTPOMOMHOBOTO
BpeMeHH — Oosiee 20 ceKyH/1, TOBBIIEHHE YPOBHS CBIBOPOTOYHOTO KAJIbLUS U ocdopa,
4. THNOATEOYMHUHEMHS, YIUTMHEHHE MPOTPOMOMHOBOTO BpeMeHH — Oonee 20 cexyHII,
TIOBBIIICHHE YPOBHS CHIBOPOTOUHOTO Kajblins U pocdopa,
5. runoanbOyMHHEMUs, YKOpOUEHHE IPOTPOMOMHOBOTO BPEMEHU MeHee — 15 cexyH[,
TIOBBIILIEHHE YPOBHS CHIBOPOTOYHOTO Kajblus U pocdopa.
IpaBunbHeIi oTBET: 1
5. Kaxoit kmuHHYeCKHH MpU3HaK IEKOMIIEHCUPOBAHHOTO LIUPPO3a y JAeTel MOXKET OTCYT-
CTBOBATb?

acIuT,

3a7epkKa GU3MIECKOTO Pa3BUTHS,
MOBBIIIEHHAs: KPOBOTOYHBOCTb,
MaJIbHYTPATHUBHBIA CHHIIPOM,
KeNTyXa.

Nk v =

IIpaBunbHBI OTBET: 5

6.3. IIpopunakTuka nporpeccupyronieii Xxponuueckoii 6o1e3nn
Te4yeHu y aerei

He3aBucuMo ot npu4uHbI, BbI3BaBLIel 3200/IeBaHie NeYeHH, IPO(PHIAKTHKA NPO-
rpeccupyionieil XpoHHYecKoi §0JIe3HN NMeYeHH BKIIOYaeT Ha3HAYeHHe MeTUKAMEHTO3-
HOIi Tepanuu, c6aJIAHCHPOBAHHOIO IJISl KOHKPETHOI0 00JIbHOI0 MUTAHHUS, PeayNpeKae-
HHe 0CT0KHeHHIl. B CTpyKType MeIMKkaMeHTO3HO! Tepaliy OJHO U3 BEIYIIHX MECT 3aHUMa-
IOT JKETTYCTOHHBIE CPE/ICTBA.

Beicokas adpdexrrBrocTh JIC 3T0M rpymnbl 00yCIIOBICHa HATUYHUEM B HX COCTaBE KOM-
mwiekca BAB, rme xonepeTndeckue CBOICTBA ONPEHENSIOT (hIaBOHOHMIBI, 3(HPHBIC Macia,
CMOJIMCTBIC U APYTUE BEIICCTBA. MexaHusm HeﬁCTBHH PaCTUTCIBHBIX IIpETIapaToB 3aKjIrova-
€TCsl, B YaCTHOCTH, B HETIOCPECTBEHHON CTUMYIISIIIMN CEKPETHOM (DYHKIIMH I'eMaToUTOB, I10-
BBIIICHUH OCMOTHYECKOTO T'PaJIEHTa MEXK/TY JKSIYbI0 U KPOBBIO M YCHJICHHH IOCTYILUICHUS
B JKETYHBIC MPOTOKU BOIBI U JIEKTPOJIUTOB, CTUMYJIALUH PEIIENTOPOB CIM3UCTOH 000JI0UKH
TOHKOH KHIIIKH, 9YTO CIOCOOCTBYET aKTHBAIIMH ay TOKPHHHOM CHCTEMBI PETYJISLIH H YCUICHHIO
00pa3oBaHuUs JKEITYH.

JKemyeroHHBIe CPEACTBA 3a CYET yYACTHS JKEIYHBIX KHCIOT B THUIPONM3E HEHTpalbHO-
T0 XUpa YTy4lIaloT MPOLECCH NMUIIEBAPEHNS, aKTUBUPYIOT MOTOPHYIO (YHKIMIO KUILIEYHHKA,
00Maaf0T aHTHOAKTEPUATFHEIM M TIPOTHBOBOCIANUTENBHBIM 3()(PEKTOM, CTUMYIHPYIOT COKpa-
THTEJIBHYI0 (QYHKIMIO OMIIMApHOTO TPaKTa, HOAJIEPKHBAIOT OAlaHC MHKPOIIEMEHTOB, HOpMa-
JM3YIOT BCACHIBAHUE JKMPOPACTBOPHMBIX BUTAMHHOB, CIIOCOOCTBYS IPOGHIATHKE OCTEONOPO3a.
VY nmerteii, 0cOOEHHO paHHETO BO3pacTa, BBIOOP JKEITYETOHHBIX CPENICTB OrPaHUYCH, YTO CBSA3AHO
C Pa3BUTHEM BO3MOXXHBIX OCIOKHEHHI M (OPMOH BBINYCKa, HE IOIYCKAIOIICH MCIIOIB30BaHHUS
MeIMKaMEHTa B BO3PACTHBIX Tpymmax miuajame 12 jet. Pazniuynslie CTOPOHBI BAMSHUA JKeT4erOH-
HBIX MPENapaTtoB Ha OWITHAPHBIN TPAKT, AHTHOAKTEPHAIBHBIN M POTUBOBOCHATIUTENBHBIN d(Pdek-
ThI HO3BOJISIIOT I1OJ00paTh TePaIuIo I KOHKPETHOro GoibHOrO (Tabnuua 27).
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Tabnuua 27
MexaHu3m IleﬁCTBl/Iﬂ KEJTYCTOHHBIX NpenaparoB
(H.H. Ypcosa, 2015; JI.A. XaputoHosa, 2014)

MexaHnu3Mm JeiicTBust
Toprosoe HazBanue | XoJe- Xoexune- | Crmazmonu- IporuBo- | AHTHOAK-
permae- | ecknii | Tmueckmii | BOCMATHC | TEPHATL-
CKHUH TeJIbHBIH] HBIH
AJL10X01 ++ + +
bepbepuna oucynbdar | +++ +++ +
TemaGene ++ + ++
I'mmexpomon ++ ++
Jporasepux ++
JIno6un ++
OnumeTnH ++ + +
Tuvnepems .
ToikBeon ++ + ++
Ddnamun +++ ++ ++ ++ ++
Xonaronu +++ + + + +
Xomarorym +++ ++
Xonadmyke ++ ++
XoneHzum ++ +
Xonocac ++
Xogwuron +++ + ++ +
[lukioBanon ++ + +

K momynspHbIM KeTYErOHHBIM CPEACTBaM OTHOCSATCS Ipenaparbl pacTUTEIbHOIO IPOKC-
XOXJICHUsI, B COCTaB KOTOPBIX BXOJMT IIMHH IeCYaHbIl (0ECCMEPTHUK IECYaHbIH, MM CYXOIl-
BET), BCTpevaroIuiicss Ha Teppuropuut Poccuiickoit @eneparuu noscemectHo. L{MuH necuansiit
(Yynorpe0OistoTcs TakxKe Ha3BaHMS COJOMEHHBIM LIBET, 3J1aTOLBET I€CYaHbIH, HMMOPTEIb) OT-
HOCHTCS K MHOTOJIETHUM PacTeHHUsSM ceMeicTBa acTpoBbIX. COlBETHs OECCMEPTHUKA CONEPIKAT
DIIMKO3U/IBI CANUITY PITYPO3HI, KeMI(epol 1 n30caInuIypIrypo3us, ¢uaBonousl, caxapa (1,2%),
utamunbl C u K, kaneiuii, Fe. Kpome Toro, B corBeTusx 0OHapyXeHbI ()TaNU/IbI, BLICOKOMO-
JEKYJSIPHBIE CIIUPTHI, CMOJBI, CTEPOUIHBIC COSTMHEHHs, KpacsIlye BelecTBa, Y3QUPHOE Macio
(B cocTaB KOTOPOTO BXOIAT Kpe30i, CBOOOTHBIC KUCIOTHI, B TOM YHCIE KalpOHOBAasl KUCIO-
Ta), HWHO3HUT, 21y6I/IJ'[BHBIe BC€IICCTBA, XUPHBIC KHUCJIIOTbI, MUHEPAJIbHBIC COJIM U MUKPOSJIEMECHTBI
(Mn, Cu, Zn, Cr, Al, Se, Ni, Sr, Pb, B). BeccmepTHHK crtocoOeH KOHIIGHTPHPOBATH CEJICH.
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Komnonent >¢upHOro macna 6€CcMEpTHUKA IECIAHOTO KPE30JI SIBISIETCS aHTUCENTUKOM
LIMPOKOTO JIEHCTBUSL.

YcraHoBIeHO, 4TO OECCMEPTHUK IMECYaHbIl MOBBIIIAET CEKPEIMIO JKEIYH, CTUMYIUPYET
CHHTE3 JKSITYHBIX KHCIIOT U3 XOJISCTEPUHA, MOBBIIIACT COACPKAHIE XOJIAaTOB M OMIHpYyOUHA
B KETYH, YBEIIMUUBACT XOJATOXOJIECTEPUHOBBIAH KOI(PPHUIIHMEHT, YTO CHIKAET JUTOT€HHOCTh
JKETTIH, MATKO TIOBBIIIAET TOHYC KETYHOTO Iy3bIpsi. DKCTPaKT OeCCMEPTHHKA OKa3bIBaeT CIia3-
MOJIUTHYECKOE ISHCTBIE HA VI JKIE MBIIIIIBI KUIIEYHUKA, YKEITIHBIX ITyTEeH, )KEITTHOTO ITy3BIPs
1 KPOBEHOCHBIX COCYIOB, 00JIIaeT yMEPEHHBIM IIPOTHBOBOCIATUTENEHBIM 3P ()EKTOM, aHTH-
OakTepHaIbHON aKTHBHOCTBIO (32 CUET CMOJISTHBIX KHCIIOT), YCHINBAET CEKPEINIO KETyI0THO-
'O ¥ ITAHKPEaTHUECKOTO COKa, MIMEET HEPE3KO BBIPAKCHHBIN quypeTrucckuii agdekt. becemep-
THHK IT€CYaHbIH MOAABISAET POCT CTA(MIOKOKKOB ¥ CTPENTOKOKKOB, PBOTY U TOILTHOTY, CHUMAET
qyBCTBO TSDKECTHU B SIIUTacTPabHOI 001aCTH, yMEHBIIAET 00N B 00IAaCTH KETYHOTO My3bIPsl.

W3 pacTUTENbHOTO CHIpbsl OECCMEPTHUKA [IECYAHOTO MOTYYaroT HACTOM, CyX0H IKCTPAKT,
npenaparsl GpaaMuH U 3udiaH (Ipenaparsl OECCMEPTHUKA IIECUYAHOTO, HE 00JaJaionue TOK-
CHUYHOCTBIO), HCIIOb3YEMbIE KaK JKETYETOHHbIE CPEJICTBA MPH OCTPHIX M XPOHHYECKUX 3200-
JIEBaHUAX IeYEeHH, OMIIMAPHOTO U JKEITYIOYHO-KHIIEYHOTO TPAKTa, MOYEK.

W3 nepeuncrieHHbIX NpenaparoB 6eCCMEPTHUKA IE€CUAHOTO B MEIUATPUM 3aCIIyXKUBAET
BHUMaHUS (pr1aMuH (CyXOH SKCTPaKT IBETKOB OECCMEPTHHKA I1€CYaHOTO0), HA3HAUE€HHE KOTOPO-
T'O BO3MOXKHO C MEPBBIX THEH KHU3HU, YIUTHIBas TPAHYITUPOBAaHHYIO (OPMY BBIITYCKa, IETKOCTh
JTIO3UPOBKH U BBICOKYIO CTEIIEHb KOMIUIAEHTHOCTH (TIperapaTr UMeeT IPUSTHBIA BKYC).

OCHOBHBIMH TIOKa3aHUSIMH JUTS Ha3HAYeHUs (iaMuHa (He TOJIBKO KaK KeT4eTOHHOTO, HO
KaK M TrernaTornpoTeKTOPHOTO CPEACTBA) y AETEH SBISIOTCS TeaTUThI, TUCYHKIIH OMITHAPHO-
r0 TPaKTa, HEKAJIBKYAE3HBIN XONEIMCTHT, TTIOCTXOJIEHICTIKTOMIHYECKHH CHHAPOM. J[IHTemn-
HOCTh Ha3HaueHHs (uamuHa Koneonercs ot 10 mo 40 nHei, Mo nmoka3aHusM (GrIaMUH MOXKET
Ha3HayaThCs MOBTOPHO, B COCTaBe KOMIUIEKCHOW Tepamuu. Kak mokasany KIMHHYECKHE UC-
CJIeIOBAHMS, TIEpEeUeHb MMOKAa3aHUK I Ha3Ha4deHHUs (QIaMHHA AETSIM MOXKET OBITh HAMHOTO
LIMpe, YTO 00YCIIOBIICHO HE TOJBKO )KETYETOHHBIM 3P PeKToM (piraMuHa, HO U €ro BINSHHEM Ha
MuKpoopy kuinedHuka. [TokazaHusMu 1 Ha3Ha4deHUs (prIaMuHa y AeTel SABISIOTCA:

* 3a00yIeBaHMs KUIIEYHUKA ¢ H30BITOYHBIM OaKTepUalIbHBIM POCTOM

* CHHJPOM Pa3Jpa’keHHOTO KUILIEYHUKA C 3alI0POM

o IIMONNO03

* (pyHKIHMOHAJbHBIC HAPYLICHUS! OMIIMAPHOTO TPaKTa

* (yHKIMOHAJILHBIE 3aMIOPBI

* OCTpbIC U XPOHUYECKHE I'eNaTUThl Pa3JIMYHOTO I'eHe3a

* HEaJKOrOJIbHAs KUPOBas OOJIE3Hb MEYECHU

* XPOHMYECKHH racTpOAYOICHUT C H30BITOYHBIM OaKTEPUATBHBIM POCTOM
* XPOHUYECKHUI HEKANbKYJIE3HBIA XOICLHUCTUT

Bxozxsimye B cocraB mpenapaToB 0ecCMEpTHHKa MOHBI MAarHWS MOTYT CTUMYJIMPOBAThH
CEKpEIHIO XOJEIUCTOKWHHHA OJIUTEIHAIPHBIMA KIETKAaMH JIBEHAALATUIIEPCTHOW KHIIKH,
C 4eM CBSI3aHO XOJCKMHETHUecKoe jaeicTBue npenapara ®namuH. Ocoboe 3HaueHHE B JCH-
CTBHU (IaMyHa MPHUAACTCS MOIUTEPIIEHaM — (paKIusAM HaTypalbHbBIX 3GupHBIX Macen. [lo-
JIUTEPIICHBI XapaKTEePU3YIOTCSl aHTHOAKTEPHATbHON aKTHBHOCTHIO B OTHOLIEHHH CTA(QHIOKOK-
KOB, MIATOT€HHOM KHUIIIEYHOH nanouku, rpu6oB poaa Candida, KMIIIEYHBIX BUPYCOB U TEIbMHH-
TOB: U3BCCTHO, YTO B HapOJ]HOﬁ MEIUIIMHE IIMHUH MeCcYaHblil UCIOJIL30BaJICS JUIST U3THAHUS
JICHTOYHBIX I'JIUCTOB.
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ITporuBoBocnanurenbHbld 3¢dexT 3bupHbIX Macen ¢uaMuHa (MOIUTEPIEHOB) YMEHb-
IIaeT JeiicTBIE OCHOBHBIX IATOreHETHUECKUX (DaKTOPOB OaKTepUalbHBIX HH(EKIHH, CII0C00-
CTBYIOLIUX Pa3BUTUIO BOCIAJIEHUS B Ie€NAaTOOMIMAPHON cUCTeME. AKTHBHBIE WHIPEAUCHTHI
(hr1aMuHa MO3BOJIAIOT IOIYYUTh OHOBPEMEHHO C YBEIUUEHUEM KOJIMUECTBA OTAEISIEMOM Kel-
9M N3MEHEHHE e¢ OMOXMMUYECKOTO COCTABA: MOBHIMICHHE XOIECTEPHHXONATHOTO KO3 hHIH-
€HTa ¥ yMEHBIIIEHNEe KOHIICHTPaluy OUIHPyOHHA B XKEIT4H, 9TO MpeIyIpexaaeT 00pa3oBaHHe
KOHKPEMEHTOB B OMJIMAPHOM TpaKTe, yMEHbIIAeT TUTOTEHHOCTH keman. OTHOBpeMeHHO (a-
MHH CTUMYIHPYET SK30KPHHHYIO (PyHKINIO TOIKETyT0IHOI skeIe3bl H KHCIOTOO0pa3yIoNIyto
(YHKITHIO KeITyKa, OKa3bIBaeT MATKOE IIPOKHHETHIECKoe JeficTBHe Ha KumedHHK. CoueTaHue
JKEITIETOHHOTO U aHTHOAKTepPHaIbHOTO AeicTBUS (IaMUHA, CTUMYIISAINS SK30KPHHHOH (yHK-
WU TOKETyA09YHOH kKeTe3bl HOPMAIHM3YIOT MPOLECCH MHINEBAPEeHUS]  BOCCTAHABIMBAIOT
MHUKPOOHOIIEHO3 KUIICYHUKA, YTO CIIOCOOCTBYET Oosiee A3 PEKTUBHON Teparuu 3a00ieBaHui
renaToOWINapHoro TPakTa y JeTeH.
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3AKIIOYEHHUE

I'ematomeranus siBIsieTCs OJHUM M3 CaMBbIX YaCTbIX CUMIITOMOB Yy HCTCﬁ, OCO6CHHO paH-
HETo BO3pacTa.

HesnaunrtenbHOE yBennveHUe 1ne4eHu MokeT ObiTh pu OPBU, mHEBMOHUSX, OCTPBIX
KHIICYHBIX HHPEKIUX, T.€. B CATYallUsIX, KOT/Ia YBETMYCHUE IEYCHH MOXKHO OOBSICHUTh HMe-
IOIIMCS OCTPBIM MH(MEKIIMOHHBIM 3a00JIeBaHIEM WM HHTOKCHKaIuell. B mepuon BEI3NOpoB-
JICHUsI MTAapaMeTPhl ICYSHH MPUXOAAT B HOPMY M MMEIOIIAsCS paHee IenaToMeraiis He BbI-
3bIBaeT onaceHuid. OgHaKo nMeeTcs OOIBIIOe KOTHIECTBO IPUIHH, TPEOYIOMNX HCKIIOUESHHS
IIpU HanmM4YuK «OobIIoi nedenn». K Hanbonee pacnpocTpaHEHHBIM OTHOCATCS WH(EKIIUOH-
HO-BOCTIAJIUTENbHBIC 3a00JIeBaHuUs (T€NaTUThI), TEILMHHTO3BI U JIPYTHE Mapa3uTapHbie 3a00-
JICBaHHUs, aHOMAJIMU Pa3BUTHUS JKEITUEBBIBOMSAIINX MyTeH, MPUOOPETCHHBIC U HACIIEACTBEHHbIC
HapylIeHus 0OMEHa BEIECTB.

Bpau-niequartp MOMKEH HCIONb30BaTh BCE BO3MOXKHOCTH JUIS pPaHHEW JIMArHOCTHKH
3a00NIeBaHs, BEI3BABIIETO TeIaTOMETAINIO. MI3BECTHO, UTO TMarHOCTHKA OMITAapHON aTpe3un
nocie 6-8 HeleNu JKU3HU M OTCYTCTBUE a/IEKBATHOM Teparmuy MPUBOIAT K Pa3BUTHIO [IUPPO3a
(HeoOpaTUMBIM H3MEHEHHSIM MOP(OIOTHIECKOI CTPYKTYPBI TIEUEHH ), XPOHHIECKOH MeYeHOT-
HOM HEZOCTAaTOYHOCTH.

Ucnionb3yss COBpeMEHHbBIE IOCTYIHBIE METOAbl HWHCTPYMEHTAIBLHOTO OOCIIeI0BaHHS
U OMOXMMUYECKHH aHaIN3 KPOBH, MOXKHO YK€ B YCIOBHAX AETCKOW MONUKIMHUKHU MPEAIIO-
JIOKUTB (2 HEPEIKO M TUArHOCTUPOBATh) MPUIMHY I'elaTOMErajii, CBOEBPEMEHHO HAIIPAaBUTh
pebeHka U1 OKa3aHus CIEeLHATN3UPOBAHHON ITOMOIIIH.

Ham kJIMHIYECKHi OIBIT MOKa3bIBACT, YTO HEPEAKO BpadH-IIEAUATPhbl 3a0bIBAIOT O TOM,
YTO JKENTyXa, OAUH M3 PAcIpOCTPAHEHHBIX CHMITOMOB HEOHATAJIBLHOTO MEPHOAa W MEPBBIX
JBYX-TPEX MECALECB KHU3HHU, MOXKET ObITh 00YCIOBIICHA HE TOJIBKO (DH3HOIOTUIECKUM TEMOITH-
30M DPUTPOLUTOB HA 3-7 CYTKH KHU3HH, Ke(haJoreMaToMOH, €CTECTBEHHBIM BCKapMIIMBAHHUEM,
cunapomoM Jlrocu-/Iprckoia (He MpeACTaBISIFOIIMME OMaCHOCTH TS 37I0POBbsl peOeHKa), HO
1 OBITH CIIEICTBHEM BHYTPHUYTPOOHOW MH(EKINEH, aHOMalHell Pa3BUTHS JKETIEBBIBOISIINX
myTei.

Knunmyeckue mpuMepsl, peACTaBIeHHbIe B IIOCOOUH, CBHAETENHCTBYIOT O TOM, YTO He-
JIOOIICHKA (a CKOopee — HEe3HaHWE) HOPMATHBOB OMOXMMHYECKOIO aHallu3a KPOBH, HEYMEHHE
BEISIBUTH PAaHHWE MPHU3HAKU XOJeCcTa3a, KOTOPHIE COMYTCTBYIOT OOJNBIIMHCTBY 3a00JICBaHUM
MEYCHHU, NPUBOAAT K TPArund€CKUM IOCICACTBUAM, KOrla CAMHCTBECHHBIM METOAOM JICHCHUS
CTaHOBUTCS TPAHCIUIAHTALUS TIEICHH.

VI.H. 3axaposa, M.JL. ITsixos, A.H. TopsitnoBa, 3.B. Kanoesa, E.A. ®unumnmoa 131



Py 3a0oneBaHuii, OMTHUM U3 NPU3HAKOB KOTOPBIX SIBISETCS IemaToMeranusi, TpeOyroT
O4eHb IIIYOOKOI0 MHCTPYMEHTAJIbHOIO, JaOOpPaTOPHOro, MEAUKO-TEHETUUECKOro 00CIen0Ba-
Hus. He Bcerna ynaercst JOOUTHCS IONOXKUTENBHON AUHAMUKY B TE€UEHUU OOJIE3HU Jaxe I0-
clle paHHE! MOCTAaHOBKM JIMAarHO3a, IIPEX/e BCEro IPU HACIEACTBEHHbIX HAPYIICHUAX METa-
6omm3ma. Tem He MeHee, CBOEBPEMEHHO BBISBICHHBIC TPUYMHBI I'elIaTOMETajIuy 1 OKa3aHHe
KBATM(UIUPOBAHHON MOMOIIY TTO3BOJITIOT YIYULIHTh KA9€CTBO )KU3HH peOSHKA U OTOIBUHYThH
CPOKH Pa3BUTHSI HEOOPATUMBIX OCIOXKHEHHH, TOATOTOBUTH peOeHKa K Ooiiee CI0KHBIM METO-
JlaM XHPYPruuecKoro JeYeHusl.

HeBHumarenpHOE OTHOIIEHHE K jkano0aM, ceMeHHOMY aHaMHe3y, OIleHKe (H3NYeCKOTO
Pa3BUTHS MOXKET IIPUBECTH K TOMY, UTO 3a00JIeBaHMs, YCIEIIHOE JIeUeHHEe KOTOPBIX HE Tpe.-
CTaBIIseT MpOOJIeMBl, KaK HAPUMEP TeIbMHUHTO3bI TeNaTOOMINAPHON CUCTEMBI, JHATHOCTH-
PYIOTCSl Ha CTAQAUM HEOOPaTUMBIX AECTPYKTHBHBIX M3MEHEHHH MedeHu. besycnoBHO, cehliku
Bpaua-liequaTpa Ha 3arpyKeHHOCTb PYTHHHOH paboToll He SBIAIOTCA ONpaBJaHUEM, KOTAa
pedb UJIET O 310POBbE U KU3HHU peOCHKA.

CoBmecTHas paboTa Bpada-leanarpa, UHPEKIUOHUCTA, TCHETUKA, XUPYpra, CIeluau-
CTOB JIy4€BOH JUAarHOCTUKH, UCIOJIb30BaHHE OMOXUMUYECKUX METOOB HCCIIEOBAaHUS MOXKET
o0ecreunTh MOMHOLIEHHOE U paHHee 00Cien0BaHHEe, IIOCTAHOBKY JMArHo3a IpU HalW4ud Y
pebeHKa reraToMeraauu.
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IJIOCCAPU

AMIJIONA03 — HapyLIeHHE OEITKOBOrO 0OMEHa, COMPOBOXKAAIOMIEECS 00pPa30BaHUEM H OTIOXKE-
HHMEM B TKaHSX CIeHU(pHUIECKOro OEIKOBO-II0INCAaXapUJIHOIO KOMILUIEKCa — aMUJIOUAA.

ACHUT — CKOIIJIGHUE )KHUIKOCTH B OpIOIIHOHN mojsocTH, boinee ueMm B 80% ciydaeB 00ycIoBIeHHOE
JICKOMIIEHCHPOBAHHBIMU XPOHHYECKUMH 3200JICBaHUAMH [EYEHH.

ATpe3us Ke/lYeBbIBOAAIINX MyTeil — Hanbolee yactast MPUYUHA CHHIPOMA XOJIeCTas3a y HOBO-
POXICHHBIX IeTel, UMerolIas 4 OCHOBHBIX THIA: aTPe3usi TOJIBKO OOIIETO KETYHOro MPOTOKa
(BcTpeuaetcst B 3% ciyuyaeB), KMUCTa B BOPOTax IEUCHU, COSAMHEHHAs! C BHYTPHUIIEUCHOUYHBIMHU
XKETIHBIMH NTPOTOKaMH (6%), aTpe3nst )KEITTHOTO My3BIPs, ITy3bIPHOTO U OOIIETO XKETIHOTO IPOo-
Toka (19%), arpe3us Bceil BHeNEUeHOUHOH cucTeMsl (72%).

AyTOMMMYHHBIH TeNaTHT — IIPOTPECCUpPYIONIee BOCIAIUTEIbHOE 3a00IeBaHNE TTEYEHN HEU3-
BECTHOH THOJIOTUH C HAIMYNEM B KPOBH ayTOAHTHTEN U BBICOKOTO YPOBHS raMMa-TJIOOYIHHOB.

Axonusi — 00€CIBEUCHHBIN CTYII.

Baproneaue3 — nnpexnuonnoe 3aboneBanue, pacupocrpanennoe B Oxuoit Amepuxke (Ilepy,
DkBagope u KonymOuu), Bo30yaureneM KoToporo siisieTcst pukkercus Bartonella bacilliformis.
Pukkercus oOHapyKHBaeTCs B 9PUTPOLHUTAX KPOBU U KIIETKaX JTUM(OHUIHON TKaHU, TepeaaeTcs
YeJIOBEKYy Yepe3 MOCKUTOB.

Buimpy6un — >keYHBIH MUTMEHT, IPOAYKT paclajga SPUTPOIMTOB, CYIIECTBYIOMHN B JBYX
(dopmax: mpsMoil (KOHBIOTUPOBAHHBIN) M HEMPSMON (HEKOHBIOTUPOBaHHBIN). [Ipu coxpaHHOM
OmMpyOMHOBOM 0OMEHE ypOoBeHb 00IIero onnupyOnHa He mpeBbImaeT 17 MKMOJIB/T (KpUTEpUit
BO3), na gointo npsimoro 6minpy6una npuxoautcst 10% ot ypoBHs obuiero, Henpsmoro — 90%.

Boae3ns Buiibcona-KonoBasioBa (MMeeT CHHOHUMBL: Oosie3Hb BuibcoHa, remaTtonepedpaib-
Hast AUCTPOQHUs, renaToNeHTUKYIIpHAs lereHepanus, 6onesup Becrdania-Bunscona-Konoano-
Ba) — BPOX/ICHHOE HapylIeHHe MeTabonnu3mMa Meau, 00yCIIOBIEHHOE HEJIOCTATOYHOCTBIO OJHOTO
n3 GpepMEeHTOB IIEUCHH, MPUBOJAIIEE K OTIOKEHHIO MEIH BO MHOTHX TKaHSIX OpPraHn3Ma, B TOM
YHCJIC U POTOBHIIE IV1a3.

Boae3ns Nome — HaciiecTBeHHOE 32007I€BaHIE, OTHOCHUTCS K JIN30COMHBIM 0OJIE3HSIM, pPa3BUBa-
€TCsI B pe3yJIbTarTe HeIOCTATOYHOCTH (hepMeHTa IITIOKOIepeOpo3uaa3bl, MPUBOASIICH K HAKOILIe-
HUIO TIIOKOIepeOpo3nIa B TKaHX (Celle3eHKa, e4eHb, NoukH, Jerkue, [{HC, kocTHbI MO3T).

Bone3ns KapoJu — Bpox/IeHHAas: aHOMaINS Pa3BUTHS BHYTPUIIEYEHOTHBIX OTAEIOB OMIINapHOTO
TpakTa. XapaKTepu3yeTcsl CETMEHTApHOI Auiaranuei («(MeMoTYaTsIM» PAaCIIUPEHHEM) BHYTPH-
IICYCHOYHBIX JKEIYHBIX IPOTOKOB, CIIOCOOCTBYIOIIEH 00pa30BaHUIO )KEIUHBIX KaMHEH, XojaecTa-
3y, XOJIaHTHTY.
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Bone3snr Humana-Iluka — BpoxJeHHas JTM30COMHas 00Je3Hb HAKOIUICHHS JHUIUIOB C ayTo-
COMHO-PEIIECCHBHBIM THIIOM HAaCJIEOBaHMUs, B OCHOBE 3a00JIeBaHMUs JSKHUT JeHINT hepMeHTa
KHCIIOH cUPUHTOMUETNHA3EI.

Boae3np Canaxoda — BpokJIeHHAS TU30COMHASL O0IE€3Hb HAKOTIIICHHS IITUKOJIIUITUAOB, OTHOCHUT-
Csl K TaHINIMO3HM]03aM, CBsi3aHa ¢ JeuunuTOM (hepMeHTa reKCo3aMUHIIa3bl A.

BHeneyeHOYHBII X0JIecTa3 — HapyHICHUE OTTOKA JKEJIYU BCIICACTBUC 06CprKHI/II/I JKCIIYCBBIBO-
JAIIAX HyTCﬁ, PacCIOJIOKEHHBIX HUKE 06H1€I‘O TICYCHOYHOI'0 IMPOTOKA.

BuyTpHneyeHOUHBIH Xo0JiecTa3 — HapylICHHE OTTOKA JKeJIYH, OOYCIIOBJICHHOE OOCTpyKIHEH
JKEITYEBBIBOSIIUX IIyTeH, PACIONIOKEHHBIX BhIIIE OOIET0 IIEYeHOYHOTO IPOTOKA.

l'anakrozemuss — HacleACcTBeHHOE 3aboieBaHue, OOYCIOBICHHOE ACPUIMTOM (QepMeHTa
ranakrosa-1-¢pocoar-ypuaunrpascdepasbl, IPUHUMAIOIIETO YYacTHE B MPEBPALICHHH TaJaKTO-
3Bl B TNIIOKO3Y.

y-rmoramuarpancnentugasa (CT'TII) — pepmenT, yaacTByronuii B 0OMeHe aMHHOKHCIIOT; SIB-
JsieTcs MapkepoM XoJecTasa.

I'anrnmo3uno3sl — rpynna 3aboneBaHui, 00yCIOBIECHHBIX HapyIICHHEM KaTaboiaM3Ma U HaKo-
IJICHUEM B Pa3IUYHbIX OPraHaxX U TKaHAX FaHNIMO3UA0B — CJIIOKHBIX [NIMKOIUIIU/OB, YIIIEBOJHAS
4acTb MOJIEKYJIBI KOTOPBIX COAEPAKUT OCTATOK CHAI0BOMU KHCIOTHL. B 0CHOBE UX pa3BUTHS JIEKUT
MeTabonmueckuil nedeKT pacuienieHns TaHIIIHO3HUI0B B PEe3ylIbTaTe HeIOCTaTOYHOCTH CHEIH-
(buuecKkux MM30COMANBHBIX THAPOTIA3.

I'emoxpomaro3 — 3a0oieBaHMe, XapaKTepU3yolieecs H30bITOUHBIM OTIOXKECHHEM JKejle3a B Iie-
YEeHHU U JPYTUX OpraHax.

T'emodarouuTapHblii CHHAPOM (MU CHHIPOM aKTHBAIIMU MaKpOo(haroB) — TSHKEIIOE )KUZHEYTPO-
xarouiee 3aboeBaHue, XapakTepu3yercs: npeobiiaiaHiueM reModarouTo3a U pa3BUTHEM BBIpa-
JKEHHOU BOCHAIUTEIILHON PEaKIINH.

lemaTuT — OCcTpoE WM XpOHHWYECKOE TUPPY3HOE BOCHAIUTENBHOE 3a00JIeBaHUE MEYCHU pa3-
JINYHOH 3TUOJIOTHUHU.

l"enaTopeHam,Hbe/i CHHAPOM — MaTOJIOTHYE€CKOEC COCTOSTHUE, MTPOABJIAOMICCCS TAXKEIIBIM ITOpa-
JKCHUEM IIE€YCHU U HAPYUHICHUEM (1)yHKHI/II/I IOYCK BINIOTH 10 TSKEJIOW TTOYEYHOUW HEJ0CTaTO4-
HOCTH.

I'maaTumo3 — napasurapHoe 3a0oieBaHKe, PA3BUBAIOIICECS B PE3YJIbTaTe MPUCYTCTBHS B Ieye-
HU, JIETKMX MM TOJIOBHOM MO3T€ YeJIOBEKA MMIATUIAHBIX KUCT, 00pa30BaHHbBIX JIMYMHKAMH BHIA
Echinococcus multilocularis.

I'nnepounpyounemusi Kpuriaepa-Haiisipa — BpoxaeHHas HacleACTBEHHAs HEKOHBIOTHPO-
BaHHas TUIIepOMInpyOHuHeMusI, CBsI3aHHas ¢ 1epUIUTOM hepMEeHTa MIIOKYPOHHUIA3bl, Y4aCTBYIO-
LIero B KOHBIOTAIMK OMIMpyOHHa. XapaKTepu3yeTcs BRIPAXKEHHOH KEITyX0H U TSDKEJIBIM Iopa-
JKCHHEM HEepBHOU cucteMsbl. Tun Haciae10BaHUs — ay TOCOMHO-PELIECCUBHBILIH, ¢ paBHOH 4acTOTON
BCTPEYACTCS y MATBUUKOB H JICBOUCK.

I'mnepcniieHU3M — yBeINUCHHE CEJIC3EHKH, COIIPOBOXK/IAIOIIEECs YMEHBIICHUEM YUCIIa SPUTPO-
L[UTOB, JICHKOI[MTOB H TPOMOOLIUTOB B KPOBH B PE3YJbTaTe UX Pa3pyLICHHS.

Jebnuut o-1-aHTHTPUIICHHA — peKoe 3a00eBaHKE, HACIEIYETCs 10 ayTOCOMHO-IOMHHAHT-
HOMY THILY, CBSI3aHO C Ae(QHUIHUTOM OeliKa O-l-aHTUTPUIICHHA, HHTUOUPYIOLIETO TPUIICHH H JIPY-
rue BUJBI IpoTeas (dnacTas).

Kearyxa — U3MeHeHHE I[BeTa KOKHBIX OKPOBOB; BH3yalIbHO JKENTyXa ONpEAENIeTCs IPH Ho-
BBILICHUU YPOBHs OWIMpPYOUHA B KPOBH BbIlie 50 MMOJB/J; B paHHEM HEOHATaJIbHOM IEPHOLE
BH3YAJIBHO JKEJITyXa ONpeNAesieTCs NP MOBBILIEHUN YPOBHA Omnupyonna 6omee 80 MKMOIB/I
13-3a THIEPEMHUH KOKHOTO TIOKPOBA.
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KeruHble KHCIOTBI — 00pa3yIOTCs U3 XOJIECTEPUHA, TOJPA3/IeSIOTCS Ha IIEPBUYHbBIE (XOoneBas
U XCHOJIe30KCUXOJIeBas), BTOPUYHBIE (J€30KCHXO0JIEBasi U JINTOXOJIEBAs) U TpEeTHYHbIE (ypcoje-
30KCHXO0JICBas).

Kes4b — CIIOXKHBII BOAHBIH PacTBOP OPraHMYECKUX W HEOPTaHMUCCKUX BELIECTB C OCMOTHYE-
CKHMH CBOWMCTBaMH, OMM3KUMU K TIa3Me, 00pa3yromuiicss B OuInapHOM TPaKTe.

Koanno Kaiizepa—®@JeiiliHepa — HaIuuue >KEITOBATO-3€JICHON MM 3€]I€HOBATO-KOPUYHEBOM
MUTMEHTAIUH 0 NEPUPEPUH POTOBHIIBI.

KonborupoBaHHble KeJTYHbIe KHCJIOTHI — J)KEITYHBIC KHCIOTHI, CBSI3aHHBIC C TAYPHHOM H TIIU-
LIMHOM.

KcanTeaa3msbl (pa3HOBUIHOCTH KCAHTOM) — IUTOCKHE MATKHE 00pa30BaHUS KENTOTO IIBETA, pac-
HOJIAraloLIUECs B KOXKE BEK.

KcaHTOMBI — CKOTUIEHUS! KCAHTOMHBIX KJIETOK (MaKpo¢aros, Harpy>XKCHHBIX JUIHIaMHU) B KOXKE
U IpyTUX TKaHIX B BHJE ISITECH, OJSIICK, y3JI0B U HHQUIBTPATOB.

Mylcorl(mncaxapnnmbl — BPOXJACHHBIC JIN30COMHBIC 00JIe3HN HAKOTUICHHS TIIMKO3aMHUHOTIIN-
KaHOB.

IlopTaibHasi TUNEePTEH3Us — yBEJIUYCHHE JaBJICHUS B IOPTaIbHOU (BOPOTHON) BeHe, 00yCI0B-
JICHHOE OOCTPYKIUEH BHYTPH- HIJIU BHEIIEYCHOUYHBIX COCYIOB, OTHOCSIIUXCSA K CHCTEME BOPOT-
HOW BEHBI, COMPOBOXIACTCS YBEIMYCHUEM CEIE3CHKH, aCUUTOM, BApPUKO3HBIM paCIIMpECHHEM
BCH IMUIIEBO/IA, )KEIYIKa U KPOBOTCUCHUEM U3 HUX, TEMOPPOEM.

Cepl’lOBHﬂHOKJ’leTO'{Haﬂ AHEeMMUs — HACJICACTBCHHAsA FCMOFJ'IOGI/IHOHaTI/ISI, CBsA3aHHas ¢ Hapylie-
HUEM CTPOCHUA reMornioounHa.

CHHIPOM AJIa:KUJIs — TEHETHUECKH AeTePMUHUPOBAHHOE 3a00/IeBaHKE, HACIEyeMOe 110 ayTo-
COMHO-JIOMHHAHTHOMY THITy, B OCHOBE KOTOPOTO JISKHT THITOIIIA3Us JKETUEBBIBOJSIINX MyTeH
(myxTynonarus).

Cunapom Baana-Kuapu — tpomM003 BHYTPHIIEYEHOUHBIX BEH, KIMHUYECKH NPOSBIISIOMNHCS
TPOMOOLIUTO30M, JIMXOPAAKOH, aOOMUHAIBHBIMU OOJSIMH M HPU3HAKAMHU OCTPOTO TSDKEIOrO
renaruta. IIpu ynpTpa3BykOBOM HCCIIEJOBAHUU KpPOME IeIaTOMETaIUU BBISBISACTCS HapyIlIEHUE
KPOBOTOKA 10 BHYTPHUIIEYEHOUYHBIM BEHAM, AMJIATALKA TOPTaNbHOM BEHBI, ACLIMT U CIUICHOMEra-
nust. Bo3aMokHa yacTHdHas 0OCTPYKIHS HIDKHEH MOJI0H BEHBI.

Cungpom Kuiablepa (UIM HETeMOJUTHUYECKas CeMEWHas JKeNTyXa) — XapakTepusyercs yme-
PEHHBIM WHTEPMUTTHPYIOIIUM ITOBBIIIEHHEM COAEPKAaHUS HEKOHBIOTHPOBAHHOTO (HETIPSIMOTIO)
OunupyOrHa B KPOBH, UMEET ayTOCOMHO-IOMHHAHTHBIN TUII HACIEJOBAHHS U CBSI3aHA C HapyIlle-
HUEM KOHBIOTAIIMH HETIPSIMOTO OMIMPYOHHA B TelaTOIUTaX.

Cungpom 3esiiBerepa (BcTpeuaercs Taxke Hamucanue («cuHapoM llemnBelrepay») — penkoe
HaCJIe/ICTBEHHOE 3a00JIeBaHNe U3 TPYINIEl NepPOKCUCOMHBIX Oone3Heil. OTHOCHTCS K 3aboieBa-
HUSIM C ayTOCOMHO-PELIECCUBHBIM THIIOM HacliefoBaHus. OTInYaeTcsi BhIPAKCHHOI HEBPOJIOTH-
YECKOH CHMIITOMAaTHKOH M MaHHM(ecTalMedl Ha MepBOM Toay KH3HH. MMeeT HeOaronpusTHbIN
nporto3. KpoMe remaromMerajivy U paHHEero pa3BUTHs LUPPO3a, BO3ZMOXKHBI IOJHUKHCTO3 MMOYEK
U IIOPOKH cepALa.

Cungpom Kajbka — mosiBieHHe rUNepOMINpYOHMHEMHUH 32 CYET CBOOOJHOTO, HEKOHBIOTHPO-
BaHHOTO OMJIMpPYOHMHA IMOCJe IMEePeHEeCEHHOT0 BHPYCHOTO rematurta. [10 KIMHHYECKOW KapThHHe
HE OTIMYaeTcs oT cuHApoma JKuiapbepa, HO UMEET YETKYIO CBS3b C IEPEHECCHHBIM I'eIIaTHTOM.
VYpoBens Henpsimoro ounupyouHa npu cunapome Kanbka peaxo npepbimaet S0 MKMOJIB/J.
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Cunapom Cramp (B pycckoMm BapuaHTe — CHHApOM Kpammu) — Ha3BaHWE MPOUCXOAMT OT aH-
TIIMHCKOTO CJIOBa «cramp» (Cyaopora, crmasm); CHHAPOM XapaKTepH3yeTCs MEePHOJUIECKUM Io-
SABJICHUEM CYAOPOI' B UKPOHOXKHBIX MBIIIIAX, Yallleé B HOYHOC BPEMsI. an‘lHHOﬁ CyAOpOr MOXKET
OBbITh KOPELIKOBBI CHHAPOM (TIPH T'PBDKAX MEKIIO3BOHKOBBIX AHCKOB), HapyIICHHE IEKTPO-
JTuTHOTO OOMeHa (MarHMs), BPOXIEHHbIE HapyIIeHHs MeTaboim3Mma (Hampumep, npu Ooye3Hn
Buiibcona-Konoasnosa)

Cunapom Jlwocu-JIpuckos (Lucey-Driscoll syndrome) — npexozsinas ceMeiiHas HenpsiMasi TH-
nepOouIpyOrHeMH s, BOSHUKAIOIIAS B MEPBbIE THH XU3HH PeOCHKA M MPOAODKAIOIIANCS B Te-
YeHHE TIepBOTo MecsIa xku3Hu. CBsi3aHa ¢ TPAH3UTOPHBIM JepHuunuToM epMeHTa MIIOKYPOHIII-
TpaHcdepasbl. Hacnenyercst oT marepu.

Cuuapom ®ankonu-bukkens (Fanconi-Bickel syndrome) — peaxuii Bapuant 0oje3HH HaKo-
IUICHUS] TIIMKOTEHA; XapaKTepu3yeTcs rernaroMeraiueil, peHalbHbIM TyOylapHbIM alUl030M U
3aJIepPIKKOM pa3BUTHS.

Tanaccemus (M3BECTHA TaKKe Kak aHeMus Kynu) — HacieACTBEHHAs: aHEMUsL, IIPU KOTOPOM 1po-
UCXOIUT HapyIIeHHe CHHTEe3a MOJUIENTHIHbIX IeTel TeMorIoonHa. XapakTepu3yercs MosBiIe-
HHEM H3MEHEHHBIX (MUIIEHEBUHBIX) 3PUTPOLUTOB. B 3aBUCHMOCTH OT NMOpa)KeHUs MOJIUIIET-
TUIHBIX LETeH, BBIIACISIOT o, B, v, 6 U -0 BapHaHTHI TallaCCEMUH.

TeJieaHTHIKTA3US — CTOWKOE PACIIMPEHUE KATUIUISIPOB KOXKH.

Tupo3uHeMusi — HaCJICACTBEHHOE 3a00NeBaHNe, XapaKTepusyoomeecs 1eGuauToM GEepMeHTOB,
KaTaJIM3UPYIONINX JeTpajalliio aMHHOKHUCIOTH THpo3uHa. MMeercs 3 tuma. CaMbIM TSDKEITBIM
SIBIISICTCS TICPBBII TUI THPO3HMHEMHUH. 3a00JIeBaHUE MPOSBIACTCS PA3BUTHEM IPOTPECCHPYOIICH
MEYEHOYHON HETOCTATOUHOCTH, TUMO(0Cc(haTEeMHUECKOTO paxuTa, HePPOKaIbIIMHO30M U MOYeY-
HOH HEJOCTATOYHOCTHIO.

®pykTo3emMus (HEIEPECHOCUMOCTb (PPYKTO3BI) — HACIEACTBEHHOE 3a00JIeBaHHE C ayTOCOMHO-
peLeCCUBHBIM THUIIOM HACJIEOBAaHUs, IPH KOTOPOM UMEET MECTO OTCYTCTBHE WIIM CHHIKEHUE aK-
TUBHOCTH (epMeHTa (ppykro3a-1-pocdaranpaonassl B IeUYCHH, TOYKAX, CIM3UCTON KUIICIHUKA
¢ opakeHueM nedenu, modex, [IHC.

DyKo3u103 — FCHETHYCCKH JCTCPMHUHUPOBAHHOE 3a00JeBaHUE, OTHOCHTCS K OOJE3HSIM HAKO-
IUICHUS U CBsi3aHO ¢ neduuutom pepmenta o-L-dykosunasel. Hacnenyercs mo ayTocoMHO-pe-
[[ECCHBHOMY THITY.

X0/IaHTUT — BOCIIAJIEHHE JKEITYHBIX IIPOTOKOB, Yallle IPU X 00CTPYKINU KOHKPEMEHTAMH.

XoJienTHa3 (OkeTYHOKAMEHHAs 00JIe3Hb) — MOJINATHOJIOTHYECKOE 3a00JIeBaHNe, XapAKTEPH3Y-
foreecss 00pa3oBaHHEM KaMHEH B OMIIMAPHOM TPaKTe: JKEIYHOM ITy3bIpe (XOJCHUCTONUTHA3) 1
IPOTOKAX (XOJIEOXOINTHA3).

XoJiecTas — 3aCTON KEIYH B KEITUYEBBIBOJSIINX ITYTAX BCIEACTBHE OOCTPYKIIMK Ha KAKOM-THOO0
y4acTke OminapHoro Tpakra (ot renaronura g0 darepoBa cocka).

XOJ]eCTepHH — NPpEAMIECTBEHHUK KEJIYHBIX KUCIOT U CTEPOUTHBIX TOPMOHOB.
XOJ]eIII/ICTl/lT — BOCHAJICHUE KCJIYHOI'O ITY3bIPA.

Iuppo3 nevyeHH — KOHEUHAS CTAIUsI BCEX XPOHHUECKHUX 3a00JIeBaHuil IeUeHH, KOTOpast XapaKTe-
pusyercs auddy3usM Gpudpo3oM ¢ GopMUPOBAHUEM Y3IIOB pereHEepalLny.

JH/I0CKOIIMYeCKasi PeTPOrpajiHasi MaHKpeaToxoJaHruorpadus — KOMOMHUPOBAaHHOE PEHT-
TEHOYHJOCKOIIMYECKOEe HCCIIE0BaHNE, IIPH KOTOPOM 4epe3 DHAOCKOI IMOJA KOHTPOJEM 3pEHHs
B OOJIBIION IyOAEHAIBHBIN COCOYEK BBOIST TOHKHI KareTep (T.e. IPOBOAAT KAaHIONH3ALUIO), a
4yepe3 Hero — peHTTeHOKOHTPACTHbIH PacTBOP.
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