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CHUCOK COKPALIIEHU

ANA — a"THHYKJI€apHbIe aHTUTENa

HAV — Bupyc renarura A

HBV — Bupyc renarura B

HBcAg — snepnsiii antures HBV
HBeAg — anturen perummkanuun HBV
HBsAg — noBepxHocTHbIi anTureH HBV
HCV — Bupyc renarura C

HDV — Bupyc renarura D (gensTa)

HEV — Bupyc renaruta E

IgM — anTuTena xiacca M

IgG — anturena kmacca G

NUC — HyK1e03u/1bl

SLA/LP — pacTBOpUMbIE aHTHTCHBI IIEUYCHH U MOHKEITYI0UHON JKENe3bl
SMA — anTHTENa K IIIAJKOH MyCKyIaType
AUI" — ayToMMMyHHBIN T€aTHT

AnAT — ananuHamuHOTpaHcdepasza

AcAT — acniapraraMuHOTpaHcdepasa

BI' — BupycHBIii renatut

BH — BupycHas Harpy3ka

BO3 — BcemupHas opranuzanys 31paBoOXpaHeHUs]
T'A — renarur A

I'B — renarur B

I'C —renarutr C

I'D — renarut D

I'E — renarutr E

I'TTII — y-rmroTaMuaTpaHCIENTHAA3A
I'lIK — renaroneironspHasi KapIiuHOMa
JHK/DNA — ne30KkcupuOOoHyKICMHOBAs KUCIIOTA
KK — >kemuHbIe KUCIIOTBI

HNDA — ummyHODEpMEHTHBIN aHAIU3
TP — nmonumepasHas 1enHasi peakuus
PHK/RNA — puboHyKJI€HHOBas! KUCIIOTa
XI" — XpoHHYECKHI renaTuT

XI'B — xpoHunueckuii renatut B

XI'C — xponnyeckuii renatut C

XK — xoneBas kuciaora

XJIXK — XeHOmIe30KCHXO0JIeBast KUCI0Ta
IIMB — nutomeranoBupyc



BBEJEHHE

[Teuenr — HamOosee KPYIHBIA MAapEeHXWMATO3HBI OpraH OpraHu3Ma, Jia-
Oopartopusi opranusma, ocyuiectsisitomas 6onee 500 cHHTETHUECKUX IIpoLec-
coB. [Ipoayuupyet okono 160 pazauyHbIX OEIKOB, PaKTOPBI CBEPTHIBAHUS KPOBH.
OCHOBHOE [IeTI0 YIVIEBOAOB B opraHu3Me. IleueHb — OIWH U3 TIaBHBIX MHUIICBA-
PUTENBHBIX OPTaHOB, KOTOPHIH BBIIONHSET B OpraHM3ME AECATKH Ba)KHEHIINX
(GyHKIMI, HapaBICHHBIX Ha MOJICP)KaHUe TOMEOCTa3a: MUIIeBapeHne, OOMEH Be-
mectB (3HeproodecrnedeHue, MeTabo3M OSNIKOB, KHUPOB, YITICBOIOB, TOPMOHOB,
BUTAMHUHOB, (DEPMEHTOB, BOJBI, JJEKTPOIUTOB, MUKPOIIEMEHTOB, MUTMEHTOB),
JIETOKCHKAIMIO M KPOBOOOPAIIEHHUE.

I'enarut (hepatitis; rpeu. hepar, hepat [os] — neuyens + -itis — Bocnane-
HHE) — TPYIIa BOCIAINUTEIBHBIX MOPAXKEHUH IEYEHH, Pa3BHBAIOIIUXCI B pe-
3yJbTaTe BO3ICHCTBHS PAa3IMYHBIX MATOTCHHBIX (HAaKTOPOB HA TKAHU IICUCHH.
Bocnanenue TkaHe# medyeHN MOXKET OBITH BBI3BAHO MHOTOYHCIICHHBIMHU (haKTopa-
MU Pa3IHYHON TPHUPOIbl. Pa3nuyarorcst nepguunvle TENATHTHI, TO €CTh CAaMOCTO-
ATEeNbHBIE 3a00NeBaHus, OOyCIOBICHHBIE MPSAMBIM BO3AEHCTBHEM MaTOr€HHOTO
(akTopa Ha MAPEHXUMY TICUCHH, H 6MOpUYHble TEIaTUThI, PU KOTOPBIX BOCIAe-
HHE TTIeYCHOYHON TapEHXUMBI SIBISIETCS] OMHUM U3 MHOTUX CHMIITOMOB JOMHHUPY-
ronrero 3adoseBanus. M3 mepBUYHBIX FeMaTUTOB HANOOJIEE YaCTO BCTPEUAETCsl UH-
(eKunOHHBIH (BUPYCHBII) T€NaTHUT, KOTOPBIN MIPOBOLMPYETCS BUPYCAMH TeaTUTa
A, B, C, D, E u np. Takxke BO3MOXXHO HOpaXXCHUE [1€UYEHH B Cllyyae WHQEKIHH,
BBI3BAHHOW JHTEPOBUPYCaMHU, BHPYCOM HH(EKIIMOHHOTO MOHOHYKJIEO03a, IHTO-
MEraJoBHPYCOM, BUpycoM Jmmteiina-bapp. KpoMe BUpYcOB, HEKOTOpBIC BHIBI
OakTepuii, TaKue KakK JICITOCIUPHI, OeHas TpernoHeMa (Bo30yauTens cuduinca),
TaKke MOTYT MPOBOLIUPOBATH MOSIBJICHHUE TeIaTUTA.

lematuTel HepeoKo Pa3BHBAIOTCS B PE3YNbTATe€ PA3IMYHBIX OTPABICHHH.
Hawubonee onacHbIMH siqaMu AJIsl TICUCHH SIBISIFOTCS TOKCHHBI PACTEHHUH W TpH-
00B, TOKCHHBI OaKTepuil, MPOMBILIJICHHBIE S/IbI, HEKOTOPBIE JIEKApPCTBEHHBIE Mpe-
naparsl. Oco60e MEeCTO B 9THOJOTUH TEAaTUTOB OTBOIUTCSI 3TUIIOBOMY CIHPTY.
XPpOHUYECKOE 370yNOTPeOICHUE AJIKOTOIEM IIPUBOAUT K PA3BUTHIO aIKOTOJILHOTO
rernarura.

ITpn ayTonMMyHHBIX 3200I€BaHMSAX OTMEUEHO ITOPaKEHUE TKAHEH MEeUeHN C
pa3BUTHEM TEMaTUTOB Pa3IMYHOM cTeneHH TshkecTH. M3 Gu3nueckux (HakTopoB
TeIaTUT MOXKET OBITh CIIPOBOLMPOBAH HOHU3UPYIOIINM U3TyYSHUEM.

W3 BTOpPUYHBIX TeMAaTUTOB (IeMaTUT-CIYTHUK) Hanbojee pacripoCTPaHCHBI
nopakeHus nedeHu B ciydae 3aboseBanuii XXKT (s13BeHHas Oone3Hb, SHTEPOKO-
JIUT), IpU UH(EKIHMOHHBIX ITpolieccax (TyOepkyses, OpyLenes, Cerncuc).

Cpean MaToreHeTHYeCKNX MEXaHM3MOB PAa3IMYHBIX (OPM IemaTuTa BbLAe-
JSIFOT HECKOJIbKO OCHOBHBIX ITyT€il MOBPEXKICHUS MAPSHXHUMBI MEYCHHU: MPIMOE
paspylieHHe TKaHel MeYeHHU 0[] BO3JEHCTBHEM MaTOreHHOro (GakTopa, ayTonM-

4



MYHHOE€ NOpa)KeHHE TKaHel MeuyeHH, TOKCHYECKOe MOpakeHHe rernaroluToB, Ha-
pylIieHue oTToka >xenyn. HeaBucumo ot npuposl Gaxkropa u OT MEXaHU3Ma €ro
BO3JEHCTBUS Ha TKAaHW NEYEHH, KOHEYHBIM 3BEHOM B IIATOTCHE3€ TemaTuTa Jr000i
STHOJIOTHH SIBJISETCS pa3pyLIeHHE KIETOK eYEeHH.

3a mocyieHue TOAbI IPECTABICHUS 00 ITHOIOTHH, KIMHUKO-Ia00paTOpHOM
OLIEHKE TSHKECTH [TOPaKEHUH TenaToOriIMapHoii cucTeMsl U GOpMUPOBAHUH UCXO-
JIOB y JIeTeH U MOAPOCTKOB 3HAYUTENBHO PacIIMPWINCh. BHeIpeHe B MeAUIMH-
CKYIO MIPAaKTUKY COBPEMEHHBIX, OOLIEIOCTYITHBIX METOJIOB 00CIIeI0BaHUs MO3BO-
JIMJIO PACIIMPUTH TOPH30HTHI STHOJIOTHYECKOH pacim(ppOBKH IelaTUTOB y AeTeH
U MOJPOCTKOB.

BUPYCHBIE I'EITATUTbI

Bupycnvie eenamumuvr — Tpynmna OIMPOKO PacIpOCTPaHSHHBIX MHPEKIMOH-
HO-BOCHAJIMTENBHBIX 3a00JIeBaHUN MEYEHH, BBI3BIBAEMBIX OOJIUTaTHO-IenaTroTporl-
HBIMH BHPYCaMH, C Pa3INYHBIMM MEXaHW3MaMH U IYTAMH Iepefaddl MHQEKLHH,
B OCHOBE KOTOPBIX JIEXKUT I'€NaTOLEIIFOISIPHBIA HEKPO3 U BOCHAJICHUE, 4 B BOCIIAJIN-
TEJILHOM MHQHIBTpATE MpeodiaaatoT TMMQOIUTEI U Makpodaru. B 3aBUCHMOCTH OT
STHOJIOTUHM BHPYCHBIE T€HATHTBl XapaKTePU3yIOTCSI 0COOCHHOCTAMH KIMHUYECKOM
CHMIITOMATUKH, TEYCHUS M HICXOJOB C Pa3BUTHEM Pa3IMUHBIX (hOopM 3a00meBaHms —
OT OCTPBIX /10 XPOHMYECKHX, BKIIIOUast IUPpo3 neueHu u nepsuunyto ['TK.

B Hacrosimee BpeMsi MHOTHE BO30YIUTENN CIIOCOOHBI BBI3BaTh IOPa’KCHUE
neueHu. Beinenstor remarorponnsie Bupycel (HAV, HBV, HCV, HDV, HEV),
KOTOpBIE BBI3BIBAIOT TOJBKO MApEeHXWMATO3HBIA I'elNaTUT M Ipyrue BHPYCHI (rep-
nec-supycsl, BUY, BUpyc KpacHyxXH, aJlcHOBUPYChI, SHTEPOBUPYCHI, apOOBUPYCHI
U 1p.), IpY KOTOPBIX BOBJIEUEHHE MEUECHU SIBISCTCS MPOSBICHUEM MHOTOCHCTEM-
HOro BUpYCHOTo 3abonesanus. Ponb Hekoropslx BupycoB renaruta (TTV, F, G u
IIp.) B pa3BUTHH NATOJIOTUH IIEYEHH IO CHX MOp aKTUBHO o0cyxaaercs. B rpynmy
BHUPYCHBIX I€MaTUTOB ¢ (eKaIbHO-OPaJIbHBIM (SHTEPAIbHBIM) MEXaHU3MOM HMH(DHU-
LIUPOBaHUs OTHOCAT 3a0oneBanus, BeizBaHHbie HAV u HEV, B rpymnny ¢ KoHTakT-
HBIM, TEMOKOHTAKTHBIM (TIapeHTEepaIbHbIM) MEXaHU3MOM MH(PUIUPOBAHUSI — 3a-
OoieBanus, Bei3Banusie HBV, HCV, HDV.

Kananveckas knaccupukanus BI':

1. Ilo smuonozuu:

1) renarut A (TA);

2) renarut B (I'B);

3) renarut E (I'E);

4) renarut C (I'C);

5) renarutr D (I'D);

6) BI" HeyTOYHEHHOMW 3THOJIOTHH.



1. Ilo xnunuueckoul ghopme:

1) TunuyHas (KeNTyIIHas);

2) arunuyHasi;

3) 6e3xenTylIHAs: yBENUUYEHHE Pa3MEPOB MEUEHH, 3HAYUTEIbHOE IIOBBIILE-
HHUE aKTHBHOCTH ()epMeHTOB (amaHnHaMuHOTpaHc(hepasa (AnAT), acapraramu-
HoTpaHcdepasza (AcAT)), cyOHOpMalIbHBIH YPOBEHb OUIMPYOUHA;

4) cyOknmuHMYecKas (MHANapaHTHAs): BBISBICHHE TOJIBKO CrCHH(pUIeCKIX
MapkepoB BI' mpu noiaHOM OTCYTCTBUM KIMHMYECKUX U OMOXMMHUYECKUX MPHU3HA-
KOB TeTaTuTa;

5) cTeprasi: KIMHUYECKUE MPOSBICHUS €1a00 BBIPaXKEHBI U OBICTPO HCUe3a-
10T 3a 2—3 AHS, ypOBEHb OMIMPYOHHA TOBBIICH HE3HAUYUTEIHHO, TOBBIIIIEHUE aK-
tuBHOCTH (pepmeHTOoB (ANAT, ACAT) BbIpakeHO YMEPEHHO.

1II. ITo cmenenu mssicecmu:

1) nerxoii creneHu;

2) cpenHeit cTeneHy;

3) TsKeTol cTeneHy;

4) bynbMHUHAHTHBIH (3110Ka4ecTBeHHBIH) BI.

1V Ilo onumenvrocmu meuenus.:

1) ocTpoe HUKIMYECKOe — A0 3 MECSIIEB;

2) octpoe 3aTsHKHOE (porpenaneHTHoe) — 3—6 MecsIeB;

3) xporudeckoe (Oonee 6 MecsIEB).

Knaccugpuxayus BI' no MKB-10:

BupycHsrii renarut (B15-B19)

B15 Octpslil renatut A

B15.0 I'enaruta A ¢ neueHO4YHOH KOMO¥H

B15.9 I'enarut A 63 ne4eHOUHOH KOMBI

B16 Ocrtpsriit renatut B

B17 Jipyrue ocTpble BUPYCHbIE T€IaTUThI

B17.2 Ocrpprii renarut E

B18 XpoHuueckuii BUPYCHBII renaTut

B18.0 Xponnueckwuii BupycHBI remnatut B ¢ genpra-areHTom

B18.1 Xponuueckuii BUpycHblii renatuT B 6e3 nenbra-areHra

B18.2 Xponnueckwuii BupycHslii renatut C

B18.8 [lpyroii XpoHUYECKUH BUPYCHBIN renaTut

B18.9 Xponmnueckuit BUpYCHBIN reIaTUT HEYTOUHEHHBIH.

Kpurepun tsixectu octporo BI':

1. Jlecxas cmenenv msadicecmu — HeJOMOTaHKE, CIab0CTh, BO3MOXKHA OIHO-
KpaTHas pBOTA, TOIIHOTA, JIETKasi UKTEPUUHOCTb KOXKHU U CKIIED, YBEJIUUEHUE IIeUe-
HH, PE/IKO — CEJIC3EHKH, TIOBBILICHUE 00IIEr0 OMIMPYOHHA B CHIBOPOTKE KPOBH JI0
85 MKMOIIB/J1, 3HAYUTENbHOE MOBbIIIEHUE aKTUBHOCTU (pepmeHTOB (ANAT, AcAT).



2. Cpeouss cmenenv msdicecmu — BBIPaXKEHBI €I1a00OCTh, HEIOMOTAHHME,
60Jb B XKHBOTE, TOIIHOTA, IOBTOPHAs PBOTA, YBEJIMUYEHHE MEYEHH, YACTO — Ce-
JIE3EHKH, UKTEPUYHOCTh KOXKU M CKJIEp, TMOBBIIICHUE 00Iero OuaupyornHa KpoBu
BbIlIE 85 MKMOJB/J, 3HAUUTENILHOE MOBBIIIEHHE aKTUBHOCTH (epMeHTOB (ANAT,
AcAT), cHrxeHHne npoTpoMOMHOBOTO HHAEKCa 10 60-70 %.

3. Taocenan cmenenv masxcecmuy — aluHaMUs1, aHOPEKCHsI, IOBTOPHAsL PBO-
Ta, IpKas KeITyXa, YBeIHMUCHUE [ICUEHH U CENe3EHKH, MOBBIMICHUE 00IIero Omu-
pyOuHa cBbiiie 150 MKMOJIB/JI, 3HAYUTEIBHOE MOBBIIIEHHE AaKTUBHOCTH (hEepMEH-
ToB (ANAT, AcAT), cHwKeHne mpoTpoMOnHOBOro HHAEKCa 10 40—50 %.

4. Qynomunanmuulii (310kauecmeennuiii) — xoma I-1I crenenu, remopparu-
4eCKHil CHHAPOM, COKpalleHHe pa3MepoB MeUeHH, OMINpyOHH-IPOTEHHOBAS WIIN
Ounupy- OuH-pepMeHTHas AUCCOLMANus, YBEIUYEHHE MEXYHApOIHOTO HOpMa-
JIM30BaHHOTO OTHOMmIEHUA 1,25 ¢ u Goiree.

Kaaccuduxauusa xponndeckoro rematura B (XI'B) Brutouaer sTHOINO-
THIO, CTETICHb aKTUBHOCTH (BOCIHIAJICHNE, HEKPO3 TeNATOLUTOB), CTaJHIO PA3BUTHUS
¢ubpo3a (creneHs pacpocTpaHeHHOCTH (GUOPO3a), HATTMYUE OCIIOKHEHHM.

Luppoz — npoxBUHYTas cTagus 3a001eBaHus NEUSHH, XapaKTePU3YIOLasIcs
OoOHIMPHBIM pyOlIeBaHHEM I€YEHH, BTOPUYHBIM 10 OTHOIIEHHUIO K JIUTEIbHOMY
Bocnanenuto nedenu (F4 B cucreme ouenku METAVIR). Beinenstor koMeHcH-
poBaHHbIH (0e3 NPU3HAKOB WJIM CUMIITOMOB JIEKOMIIEHCAIIMU) U JIEKOMIIEHCHPO-
BaHHBIH (C MPU3HAKAMHU WM CHMIITOMAaMH JeKOMIIEHCAUH) THppo3. OCHOBHBEIMHU
KJIMHUYSCKUMU TIPU3HAKAMU SIBISIOTCS MOPTANbHAs THIEPTEH3Us (aClUT, BapH-
KO3HOE pacIIMpeHre BEeH U Ne4eHOuHas SHIle(asonarus), Koarylonartus u mnede-
HOYHAsl HEJOCTATOYHOCTh (KENTyXa).

I'ETTIATHUT A

Tenmatut A (MH(EKIMOHHBIA TENATUT, SIUAECMHUYECKUI TemaTut, OOJIe3Hb
BorkuHa) — ocTpoe HH(EKIIHOHHOE 3a00IeBaHNe C IPEUMYIIECTBEHHO (heKaIb-
HO-OpAJIbHBIM MEXaHU3MOM 3apakKeHHsI, XapaKTepU3YIOIleecss OCTPhIM HadajoM,
KpaTKOBPEMEHHBIMH CHMIITOMaMH HHTOKCHUKALUK, OBICTPO MPEXOASIIUMH Hapy-
LICHUSMH NEYEHOYHBIX (yHKIMH, IUKINIECKUM TeUYSHHUEM, 100pOKaueCTBCHHBIM
HCXOZIOM. B oTimume oT remaTtuToB ¢ MapeHTepalbHBIM MEXaHH3MOM IIepenadd,
TeNaTHT A He SBISETCS XPOHUUSCKIM 3a00JIEBAHUEM NTEUEHHU, HO MOKET COTPOBO-
KIATHCS TSDKETBIMUA CHMIITOMAMHU ¥ MHOT/Ia IPOTEKaTh B (QYIbMUHAHTHOU (hopMe
(c ocTpol Me4YeHOYHOH HEIOCTATOYHOCTBIO), YaCTO 3aKAHYMBAIOUICHCS JIETAllb-
HBIM HCXOJIOM.

Irunoaorus. Bo3oyaurens A — HAYV, otHocutes k poxy Hepatovirus, ce-
MmelictBy Picornaviridae, umeer nuametp 2830 HM u siBisiercst PHK-conepaxkamym.
Omnucano 7 paznuunbix reHotunioB HAV (I-VII), HO 3T pa3nuuusi He KacarTcs

7



AHTUTCHHOW JIETEPMHMHAHTBI, CTUMYJIHUPYIOIEH BBIPAOOTKY BHPYCHEUTpaIH3ytO-
LIMX aHTUTEN, IO3TOMY U3BECTEH TOJILKO onuH ceporunl HAV. Haubonee mupoko
pacnpoctpaneHsl cpenun moaeid reHotunsl 1 u 11 (vame cydrenorun I A, B Tom
yucne u B Pecnybnuke benapycs). PHK Bupyca ynakoBaHa B 6€3000104edHbIiH
MKOCadIpaJIbHBIA HYKJIEOKANCHA, CHOPMHPOBAHHBIN CTPYKTYPHBIMH OeIKaMHU
VP1, VP2, VP3, VP4 (puc. 1).

Kancug

leHoM-CBA3aHHbIN
BMPYCHbIN 6enok

Puc. 1. CtpoeHue Bupyca remarura A

I'enom HAV mpencrasnen ogHonutdator PHK mosutuBHON momsipHOCTH,
MIPOTSKEHHOCTHIO 0KOJIo 7500 HYKJICOTHIOB, UMEIOIIEH O/IHY OTKPBITYIO PaMKy
CUHMTBIBAHHS, KOMUPYIOIIYIO CTPYKTYPHBIE i HECTPYKTYPHBIE OCIIKH.

HAYV BbIsgBnsieTCS B CHIBOPOTKE KPOBH, KeN4d, (eKalusxX M LUTOIUIa3Me
TeIaToLHUTOB Y 3apa)KEHHBIX JIMI] B KOHIIE MHKYOAIIMOHHOTO MEpUOAa, B MIPOAPO-
MaJIbHOM IIEPUOJIe U B Ha4aje Iepuoja pasrapa 0one3Hu, KpaiiHe peako — B 60-
nee no3aHue nepuopl. HAV oTHOCAT K yKciy Hauboliee yCTOHYMBBIX K (haKTopam
BHEIIHEH cpenbl BUpYcoB. OH COXpaHSET >KU3HECHOCOOHOCTh MpPU KOMHATHOM
TEeMIIEpaType B TEUCHHE HECKOIBKUX HenelNb, pH +4 °C — mecsnamu, npu —20 °C
0CTaeTCs )KU3HECOoCOOHBIM HECKOJIBKO JieT. BoiiepkuBaer Harpesanue 110 60 °C B
TeueHune 4—12 4, yCTOWYMB K ASHCTBHIO KUCIIOT U XKUPOPACTBOPHUTEIICH, CIIOCOOCH
K JUIMTEILHOMY COXPAHEHHUIO B BOZE, MUILIEBBIX NMPOMYKTAX, CTOUYHBIX BOJAAX, Ha
pa3nuuHBIX 00bEKTax BHEIIHeH cpeabl. [Ipy KumsyeHnH pa3pylaercsi B TeUeHHE
5 MuH, Ipu 00paboTke xjIopaMHHOM — 4Yepe3 15 muH. Bupyc uyBcTBUTENEH K
(hopmanuHy, ynsTpadHoNIeTOBOMY 00IYyUEHHIO.

Snuaemuosnorusi. [A — TunuyHasg kuiiedHas uHQEKuus c QexaabHO-
OpajbHBIM MEXaHW3MOM Iepenadyd BO30yAHuTeNs, KIACCHYECKUIl aHTPOIOHO3.
EauHCTBEHHBIM MCTOYHHMKOM BO30yauTelnss MH(MEKUuH sBisercss uyenoBek. ITytu
nepe/iaud: BOIHBIM, MUIIEBOW M ObITOBOH. DakTOphl mepenadyn — pasiHyHbIC
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MUILEBbIC MPOIYKThI, HE MOABEPTUIMECS TEPMHUYECKOH 00paboTke (WK 3aMOpo-
JKEHHbIC MOCIIe Hee), a TakKe BoJa W Tpsi3HbIe pyKH. Haiie Bcero BUPYC BbIIE-
JISIOT TAIUEHTHl C aTHOMYHBIMU (opMamu (MHAIIapaHTHOH, CYyOKIMHUYECKOMH,
0E3XKENTYIIHON U CTEPTON) M HanbOoJiee HHTCHCHBHO B KOHIIE WHKYOAIMOHHOTO U
B TeYECHHE MPELKENTYIIHOTO MepronoB. C MOsABICHUEM JKENTYXU B OOJIBIIMHCTBE
Clly4aeB 3apa3HOCTh 3HAYUTENFHO YMEHbINAeTCs. [IpU THIHYHBIX JKENTYIIHBIX
¢dopmax mareHT Haubosee 3apa3eH A0 S5-TO IHS JKENTyXH. XapaKkTepHa Ce30H-
HOCTb, IIMKIHYHOCTD. [101beM 3a00JIeBaCMOCTH PETHUCTPUPYIOT OOBIYHO KaXIbIe
5-6-10 netr. B mocnennee BpeMs MPOUCXOASIT M3MEHEHUS SMUIEMHIECKOTO MPo-
necca octporo I'A, orMeuaeTcsi cMelieHre 3a001eBaeMOCTH Ha CTapline BO3pacT-
HBIe Ipynnbl. 3a0oneBaHye Yalle BCTPEUAEeTCs] B BUJE BCIBIMIEK B KOJUIEKTHBAX.
HAV He npoxonuT 4epes IIaleHTy U He 0OHAPY)KUBACTCS B TPYAHOM MOJIOKE, MO-
9TOMY €CJIH JKEHIIUHA BO BpeMsi OepeMeHHOoCTH 3aboineet ['A, peOeHKy He TPO3UT
pa3BHUTHE BPOXKACHHOW MHPEKIUH, U OHA MOXET KOPMHUTH HOBOPOXIICHHOTO T'py-
JIBIO TIPU COOJTFOZICHUH TTPABHJI IMYHOU TMTHEeHbl. BocnipunmunBocTs mroaei kK HAV
siBIIsieTCA BceoOwen. JleTn nepBoro roja >ku3HU OTHOCUTENIBHO PelIko 3a00J1eBatoT
I'A, T. . y MHOTMX U3 HUX €CTh MaTepuHckue antutena. Ummynurer k HAV nocne
MEPEHECCHHOTO 3a00JIEBaHUsI MPAKTHICCKHA NOXKHU3HEHHBIH. 3a00€BaHuE MOXKET
BO3HUKATh CPeIH MOAPOCTKOB M B3POCIBIX U3 IPYII BHICOKOTO PHUCKA, TAKHX KaK
JIMLA, YIOTPEONSIOINe UHBCKIIMOHHbIE HAPKOTHKH, MYXYHHBI, HMEIOIINE MOJO0-
BbI€ KOHTAKTHI C MY>KUMHAMH, U JIULA, TOCEIIAIONINe PAHOHbI C BRICOKON SHIEMUY-
HOCTBIO. BHpyC MOXET Takxke MmepeaaBarbCs MPH TECHOM (HU3NYECKOM KOHTAKTe
(Hanpumep, IpU OpalIbHO-aHATILHOM CEKCe) C MH(DUIIUPOBAHHBIM JIMLIOM, TIPH 3TOM
MPU OOBIYHBIX OBITOBBIX KOHTAKTaX BUPYC HE MepeaaeTCs.

K ¢dakropam prcka oTHOCSTCS:

— HEYIOBJICTBOPUTEIILHBIC CAHUTAPHBIC YCIOBHS

— OTCYTCTBHE 0€30MacHOTO BOIOCHAOKECHNS;

— Hanu4ue HHPUIUPOBAHHOTO YEIOBEKA CPEIU YWICHOB CEMbBH;

— TOJIOBBIE KOHTAKTHI C JIULIOM, CTPAJArOIINM OCTPhIM ['A;

— peKpeannoHHOE UCTIOIb30BaHIE TICHXOAKTUBHBIX BEIICCTB;

— OIHOIIOJIBIC MTOJIOBBIE KOHTAKTHI Y MYK4HH;

— MOE3IKU B PailOHbI C BBHICOKOW HAEMHYHOCTBIO 0€3 MpeIBapHTEIBHOM
NMMYHU3aLUH.

Iarorene3. [A — ocTpas UMKIHYECKass UHOEKIHS, XapaKTePHU3yOLIascs
YeTKoM cMeHoi mepuozoB. [locie 3apaskeHUs] BUPYC W3 KHUIIEYHHKA MPOHUKAET
B KPOBb, J1aJiee B MEUYCHb, I1e PUKCUPYETCS K POACTBEHHBIM PEIENTOpaM remnaro-
LIUTOB U IMPOHHUKAET BHYTPb €ro. Bupyc pemnuuupyercs, He 0Ka3bIBasi 3aMETHOTO
LUTOMATHYECKOrO ACHCTBUSI Ha renarout. HoBbIe BUPYCHI MOCTYMAIOT B )KEITIHBIS
KaHAaJIbLBI, 3aTEM W3 KUIICYHHUKA BBIACISIOTCS C (peKaIMsIMU BO BHELIHIOIO CPELy.
YacTp BUPYCOB IIPOHHUKAET B KPOBb, 00YCIIaBINBAs Pa3BUTHE HHTOKCUKALIUK IIPO-
JIPOMAJILHOTO MepHoza. 3ayCcKaeTCcsi IMMYHOOIIOCPEIOBAaHHBIN IUTONN3 HHHITHI-
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POBaHHBIX I'eNaTOLMTOB C LEJbI0 NUMHUHANUK BUpyca. HecMoTps Ha pecstuieTns
HCCIIEIOBAHNI, MEXaHU3MBbI IIOPAXKEHUs IIEYEHH MPH rernaTute A 0CTaloTCs HeJo-
CTaTOYHO M3y4YeHHbIMH. XOTs BUpyc-crienuduyeckue CD8+ T-kneTku gonroe Bpe-
M$ CUUTAJIUCh OCHOBHOW MPUYMHON MOBPEKICHUS IIEYSHHU, BBI3BAHHOTO BUPYCOM
rernatuta A, HOBbIE JaHHbBIE CBHICTEILCTBYIOT O BOBJICUCHUH JIOMOIHHUTEIBHBIX
MeXaHU3MOB. bbl10 OKa3aHo, YTO Ipyrue UMMYHHbIE KJIETKH, BKIIIOUasi HECIIeIIH-
¢uueckue k Bupycy renarura A CD8+ T-knerku, NK-xinetku n NKT-knetkw,
TaKXKe BHOCAT BKJIAJl B MOBpexIeHUe neuyeHu. KpoMe Toro, BHyTpeHHUI anonros,
OTIOCpEeIOBaHHbBIN CUTHAEHBIM ITyTeM MAV S, mo-BuaumMomy, sSIBISETCS TPUIHHON
rernaTura B MBILIMHOW Mozieny HH(peKun BupycoM renarura A. bosee Toro, rese-
THUYECKHE Bapuallly Kak B (aKTOpax XO35MHA, TaK U B BUPYCHBIX (paKkTopax Takxke
MOTYT BJIMSITh Ha TSDKECTb rernatuta A. OTH MEXaHU3MbI HE SIBISIOTCS B3aMMOMC-
KITIOYAIOIIMMI U MOTYT JeHCTBOBATh KaK IO OTAEIBHOCTH, TaK U B KOMOMHAINY,
BBI3bIBas [TOBPEXK/ICHNE NEUSHH Y MalMeHTOB. [IpakTiueckn HaBepHsIKa ¢ MOCTO-
SHHO PACTYLIMMH 3HAHMSAMH M Pa3BUTHEM TEXHOJOTUI OyayT oOHapyXeHbI J0-
MIOJTHUTENbHBIMU MeXaHu3MaMu. LlenTpanbHoe 3BeHo narorene3a ['A — cunapom
IIUTONN32, B CHIBOPOTKE KPOBH IOBBIIAECTCS aKTHBHOCTH MEYEHOYHO-KJICTOYHBIX
(epMEHTOB C LUTOMIA3MaTUYECKOH, MHTOXOHIPUANIBHOM, IM30COMAaNbHOH U
Jpyro# jokanu3anueit. Hapymatores Bce BUIIbI 0OMeHa — OEJIKOBBIH, )KUPOBOH,
YIJIEBOAHBIN, MUIMEHTHBIA. Hapymaercs ciocoOHOCTh CHHTE3UPOBATh allbOYMHUH,
(axTOpBI CBEPTHIBAHMS KPOBH, PA3INYHBIC BUTAMHHBI; YXYAILIAETCS HCIIONb30Ba-
HUE [VII0KO3bl, aMUHOKHUCIIOT 7S CUHTE3a OeJIKa, CJI0KHBIX OEJIKOBBIX KOMILIEKCOB.
3aMeUISIOTCS IPOLIECCHl IEPEaMUHUPOBAHNS U Ie3aMUHIPOBAHHS aMHUHOKHUCIIOT,
BO3HUKAIOT HapyLIEHUs! B SKCKPELUHY KOHbIOTUPOBAaHHOTO OUIUPYOUHa; 3Tepedu-
Kallysl XOJNeCTepHHa M DIIIOKYPOHM3AIMs MHOTHX APYTHUX COEIMHEHWH, YTO CBHU-
JETENBCTBYET O PE3KOM HapyIIECHUU AETOKCULUpYoUel GyHKIUM MedeHu. DTU
MPOLIECCHI JIeXKAT B OCHOBE PAa3BUTHUsI OCHOBHBIX KIMHUKO-OMOXUMHYECKHUX CHH-
JPOMOB HapyIllIEHUs MUTMEHTHOro oOMeHa (oOMeHa OmnupyOMHA) — IUTOIUTH-
YEeCKOT0, ME3EHXMMaJIbHO-BOCTIAINTEIBLHOTO U XoJlecTaTnaeckoro. [Tpu BupycHbIX
rernaTurax HapyleHHs B MUTMEHTHOM OOMEHe pa3BUBAIOTCS HA ATaIle 3KCKPEeLUu
TernaTolMTOM KOHBIOTHPOBAHHOTO OMIIMpyOHHA. [J1aBHOM MPUYMHOW HApYLICHUS
9KCKpeluy OUIMpyOuHa SBIACTCS MOPaKeHUE (PEPMEHTHBIX CUCTEM U CHIDKE-
HHE SHEePreTHYECKOro NOTeHNIHaa renaTounToB. OOpa3yrommics B TenaTonunuTax
KOHBIOTHPOBaHHBIA OMIMPYOUH MTOCTYNAET HE B )KEJIYHBIM KaIMJULsIp, a HEocpe/-
CTBEHHO B KpoBb. K s1a00paTopHBIM NpH3HAKaM HUTOIUTHYECKOIO CHHAPOMA OT-
HOCAT NoBblIeHUe akTUBHOCTU depMmeHToB ANAT u AcAT. D10 00ycnaBiuBaer
BbIXOXl B KpoBb ANAT — (epMeHTa, HAXOMAIIErOCs B IIUTOILIA3ME TTEYCHOYHOM
xietku. AcAT coznepxuTcs B IUTOMIa3Me U MUTOXOHIpusX. [Ipeobnananue AcAT
Hajg AnAT HaGmrogaercs Ipu 3HAYUTEILHOM HEKPOTHUECKOM TMPOIecce — 3JI0Ka-
YECTBCHHOM IeaTUTe, AEKOMIIEHCUPOBAaHHOM LIUPPO3€E EYEHU.
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Knaunuyeckue nposiBiienusi. MHkyOayuoHHbll nepuod COCTaBISIET OT 2
no 7 uenenb. Ilpedowcenmyutnviii (MpoOpPOMAanbHbll) nepuod COCTaBISET OT 3
1o 7 nueil. Hanbonee xapakTepHbIME BapUaHTAMHU €r0 TEUCHHS SBIISIOTCS TPHII-
MOTIOJOOHBIM MM CMEIIAHHBIH B COYETaHUH C AUCHEINICHYECKHMMHU CHUMIITOMAMHU.
B aToT mepuox oTrMmedaeTcs MOBBIMIEHHE TEMIEpaTyphl Tena, 03HOO, TONOBHAS
601b, C1a00CTh, CHIDKEHHE alleTHTa BIUIOTh 10 aHOPEKCHH, TOIIHOTA, PBOTA,
6o B s)xuBoTe. AKTUBHOCTh AJIAT 11 ACAT B CBIBOPOTKE KPOBH TOBBIIIACTCS 32
57 nueil. Jlo MOSIBICHUS JKEJITYXH MOYa CTAHOBUTCS TEMHOH, 00eCIIBEUHBACTCS
KaJl, IOSABNISETCS. CyOHMKTEPUIHOCTD CKIIEP.

Kenmywmnviii nepuoo. Xenrtyxa HapacTaeT ObICTPO, KaK IPABUIO, JOCTUTast
MakcuMyMa B TeueHHe Henenu. C IMOSBICHUEM JKEJITYXU psii CHMIITOMOB Ipej-
JKENTYIIHOTO IepHojia 0cinabeBaeT, TeMIeparypa HOpMalIu3yeTcs, 10JbIIe BCEro
coxpaHsercsi cnabocTh U CHIKEHHE alIIeTHUTA, a TAKXKe YyBCTBO TSDKECTH B IIpa-
BOM nozapeOepbe U KOKHBIN 3yz. PasMepbl reueHu yBeIuueHbl, OHa UMEET IJIajl-
KyIO TIOBEPXHOCTb, HECKOJIBKO YIUIOTHEHHYIO KOHCHCTEHINIO. B nmepudepudeckoit
KpPOBH OOHAPYyKUBAETCs JICHKOIIEHHSI, pEXXe — HOPMaJIbHOE KOJIMUECTBO JICHKOLU-
TOB, XapaKTepPeH OTHOCHUTEIbHBINH TUM(OINTO3, HHOTJAa MOHOLIUTO3. XapaKTepHO
BBISIBIICHHE BCEX OCHOBHBIX CHHIPOMOB IMOPAKEHUs MEUSHU: IIUTOJIH3a, BHYTPHU-
MIEYCHOYHOI0 XO0JIeCTa3a, ME3CHXUMaJbHO-BOCIAIUTEIBHOIO CUHAPOMAa U HEJO0-
CTaTOYHOCTH OEJIKOBO-CHHTETHYECKOH (QyHKUMHU NedeHu (MpH TsKenbIX (Gopmax
3aboneBanus). ['unepOounupyOonHemMuss 0OBIYHO YMEPEHHAS M HETPOAOJIKUTEIb-
Has. Ha 2-i1 Henene xenTyxu, Kak MPaBUJIO, OTMEUAETCSl CHIDKEHHE YPOBHS OU-
TUpyOMHA 10 HOPMAIW3alUK U MOBBIIICHHE AKTHBHOCTH IEYEHOUHBIX TpaHCQe-
pa3 AnAT u AcAT B 5 u Gonee pa3 10 CpaBHEHUIO C BEPXHEH IpaHUIEH HOPMBL.
KenryuHsiii nepuon UTCs 00bIYHO 7—15 mHEW. Y OONBIIMHCTBA TAIMEHTOB
ypoBeHb Omnupy6una He npesbimaer 90 Mmxmodb/n. Tlokazarenu nuTonusa cinabo
KOPPETHUPYIOT ¢ TSDKECThIO 3a001eBanus. [ 0ObeKTUBHOM OLEHKU TSDKECTH Te-
YeHus 3a00JIEBaHUs CIIEAYET OLIEHUBATh KAK YPOBEHb OMIIMPYOHHA, 0COOEHHO €ro
cBOOOIHOM (hpaKIiHK, TaK U BEIPAKEHHOCTh NHTOKCUKALMHK. [lepruoa pekoHBazec-
LEHIIMU XapaKTepu3yeTcs: ObICTPBIM HCUE3HOBEHUEM KIMHUYECKUX U OMOXUMUYe-
CKUX IPU3HAKOB IenaTtuta. beicTpee Ipyrux HOpMannu3yeTcs ypoBeHb OUIupyou-
Ha B KPOBHU, HECKOJIbKO N031Hee — noka3zarenu AIAT u AcAT.

JlaGoparopuble cnienuguyeckue Mapkepbl. [Inarno3 A He MoxeT ObITh
OKOHYATeJIbHO YCTAHOBJIEH TOJILKO HA OCHOBAaHWHU KIIMHUYECKOH KapTUHBI U U3Me-
HEeHUI OMOXMMHYECKHX NOKa3aTeel, Jake B COYeTaHuH € SIHIEMHUOIOTHIECKUM
aHamHe30M. Jloka3zarenbcTBOM 3THosorndeckoi ponu HAV Ha panHeil cranuu
uHOpeKn spisiercs oOHapyxeHnue aHtureHa (Ag HAV) B ¢ekanusx (MMMyHO-
depmentHbil ananu3 (MDA) uiu sxcnpecc-UMMYyHOXpoMarorpaduuecKkuii Tecr).
OOBIYHO TECT OMpEENIAETCS KaK MOJOKUATENbHBIHN 3a 10 AHEH 10 MOSBICHUS KIH-
HUYECKHUX CHMIITOMOB W HCUE3aeT 4Yepe3 HEIENI0 IOCJE IMOSBICHUS KEITYyXH.
PHK Bupyca (RNA HAV) B kpoBU B ujeaie mpoaoKaeT ONpeAessIThCS elle 10
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14-ro gHs ¢ MOMeHTa pa3BuTHs 3a0oneBanus. Anturena kinacca M (IgM HAV) u
kaacca G (IgG HAV) HaunHaloT onpenesnsThes B CbIBOPOTKE KPOBU B CTaHIAPTHBIE
JUIS HUX CPOKH — 7—14 nHeid ¢ MOMeHTa pa3BuTHs 3a0os1eBanus. OHAKO, CleLy-
€T IIOMHHUTb, 4TO H3onuposanHble [gM HAV moryT ObITh cBsi3aHBI ¢ Hecnenugu-
YECKMMH PeaKknus MU OpraHu3Ma, OHU TPeOyIoT MO0 HANINYUS APYTUX MapKepoB
octpoil uHexuuy, 1udo nocneayromero nossiaenus IgG HAV, Ho naxe B 3ToM
cirydae HeoOX0OUMO OMHUTB, YTO OHM LIUPKYAUPYIOT A0 § MecsmeB nocie oopa-
30BaHUs], YTO HUKAK HE MOXKET OTHOCUTBCS K IIOHATUIO OCTPON MH(BEKLUHU.

IIpumep ¢popmyupoBku quarnosa: B15.9. Ocmpuiii cenamum A, dcennyui-
Hulll 8apuanm, cpeOHemsdicends gopma, 3amsaxicnoe meuenue (aumu-HAV IgM+).

Hcxon 0ObIMHO ONAronpUsTHBIA, UMEET JOOPOKAuECTBEHHOE TEUCHHUE U B
90 % 3akaHUMBAETCS BBI3AOPOBIEHUEM. Y OCTAIIbHBIX — OTMEYAOTCS OCTATOUHbIE
HPOSIBIICHUS B BU/I€ ACTEHOBETETATUBHOTO CHHAPOMA, TeaToGpuOpo3a, opaskeHuUs
OunapHoil cuctemMbl 0e3 HapyleHHs (yHKIIMOHAJIBHBIX TEYEHOYHBIX MapKEpPOB,
B PEAKHX CIy4asx BO3MOXHO (ylIbMHHaHTHOE TeueHHe. [lepenecennslit [A mo-
JKET CIIPOBOLMPOBaTh cUHApoM JKuiibOepa, XapaKTepU3yOLUICs TOBILIEHUEM B
CBIBOPOTKE KPOBH YPOBHSI 00ILIET0 U CBOOOHOTO OHITpYOHHA.

Jleyenue. JleueHue JOMKHO CIIOCOOCTBOBATh YMEHBIIEHUIO HHTOKCUKAIIMY,
CHIDKEHMIO (DYHKIMOHAIBHOW HAarpy3KH Ha Me4eHb, BOCIIONHEHUIO ITOTEPh JKUJI-
KOCTH, BBI3bIBAEMBIX pBOTON M auapeeil. Jluera — croxn Il. Ilatorenernyeckas
Tepanus: [e3MHTOKCHKAILIMOHHAs Tepamnusi, YJHTEPOCOPOCHTHI, TeNaToONpPOTEKTOPHI
(azaMeTHOHUH B 103€ 25 MI/KI/CyTKU B 2—3 mpHeMa BHYTpb UM BHYTPUBEHHO),
YPCOIEC30KCHXO0JIeBasi KUCIIOTa B 103¢ 15—45 Mr/Kr/cyTKH, IpH BBICOKOM YPOBHE
aMMMaKa B KPOBU M IEYEHOYHOW »Hue¢anonatuu — L-opHutuH-L-acnaprar B
no3e 0,5—1 r/kr BHYTpb, IPUHUMAIOT BO BpeMs MIIM TOCJIE €/bl 10 3 pa3 B CYTKH.
Kypc npuema 3aBUCHUT OT TSKECTH 3a00JI€BaHUS.

Jlonmyck pekoHBaJIeCLEHTOB K 00y4eHHI0, paboTe OCyIIeCTBIACTCS He paHee,
yeM depe3 10 aHeil mocie BBI3OPOBIEHUS ¢ yUETOM KIMHUYECKUX U J1aboparop-
HBIX IQHHBIX.

Ipodunakruka. Haubonee sdpdexrusupiMu cpegcrtsamu 60psosl ¢ I'A sB-
JSIIOTCSL YNyYIIeHHEe CAaHUTAPHBIX YCIIOBHM, MOBBIIIEHNE OE30IMaCHOCTH MHILEBBIX
MPOAYKTOB U BakuuHaIMA. [IpoduiakTika 3aKirouaeTcst B paHHEH AUarHOCTHKE 3a-
0oJIeBaHMs, M30JISIIMK TTAaIeHToB B TeueHue 10-20 queit. 3a KOHTaKTHBIMU A€ THMH
B TeueHHe 35 qHell ycTaHaBIUBalOT HaOMOIEHNE ¢ 00sI3aTelIbHON €XeIHEBHOM Tep-
MOMETPHEH, OCMOTPOM KOXHBIX IIOKPOBOB U CIM3UCTBIX 000JI0YEK, OLICHKOI I[BETa
KaJjla U MOuY, Najblalyel Ne4eHy U CeNe3eHKU, UCCIEAYIoT ypoBeHb ANAT.

Jlucnancepu3annio peKOHBaIECHEHTOB ['A OCYyIIEeCTBIAIOT B TeueHne 6 Me-
CSILIEB.

Bakuyunayusa. 1lockonbKy IMpPKYyIUpyeT TOJIbKO onuH ceporun HAV, usz-
BECTHBIE HA CETOJHs BaKLMHBI SABIAIOTCS B3aUMO3aMEHseMbIMU. BakuuHbl npo-
tiB HAV Bkimouator HAV, WHaKTHBHPOBaHHBIA (OPMAaIMHOM U TIOJYYEHHBIN
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U3 KJIETOYHOH KymbTyphl. Taxe AOCTyNHA KOMOMHHPOBAHHAS BAKIMHA MPOTHB
HAV u HBV. Jlo3a Bakuunsl npotus HAV cocrasnsger 0,5 Ma BHYTpUMBIIIIEY-
HO B Bo3pacte A0 18 met uinu 1 MJ1 BHYTPUMBIIICYHO JJIsi B3pOCIBIX (B BO3pacTe
> 19 net). JlerssM BBOIAT 2 103bl: MEPBYIO, KaKk IpaBUIO, B Bo3pacTe oT 12
o 23 MmecsneB; BTopyo — depe3 6—18 mecsieB mocie nepBoil 10361 UIH B CO-
OTBETCTBUM € PEKOMEHAALUsIMU IpousBoauTens. Bakuunanus nporus HAV ne
BxoauT B HarroHanmpHEI KaeHaaps MpoQHUIaKTHIeCKUX MPUBUBOK PecmyOmikn
benapycs (01.01.2025 ).

I'ETTATHUT E

Tematut E — ocrpas uuknuyeckas BupycHas uHpekuus ¢ (ekanbHO-
OpaJIbHBIM MEXaHU3MOM IE€Peauu, CKIIOHHAS K SIHJIEMHYECKOMY PaclpocTpaHe-
HHIO, 0COOEHHO B CTPaHax € )KapKUM KIMMaTOM.

Itnosorus u 3nuaemuoiorusa. HEV — PHK-conepxammii Bupyc, oTHoO-
cutcs k pony Hepevirus. CymecTByer 7 TeHOTHIIOB BUpyca. biarogapsi Moseky-
JIIPHO-3MHUIEMHUOJIOTMYECKUM HCCIIE0BaHMAM, CTajla U3BECTHA reorpaduieckas
LUPKYISAINS BO30OYIUTENS: TEHOTHN | — B TPONMYECKHUX M HECKOJIBKUX CyOTpO-
MUYECKUX cTpaHax Asuu U A¢ppuku; renotun 2 — B Mekcuke, Hurepuu u Yaze;
TeHOTHH 3 PacHpOCTPaHEH MOYTH ITOBCEMECTHO, BKIIOUast CTpanbl EBpons! (B ToM
yucie Poccuto), Azun, CeBepHoii u FOxHOM AMepUKH; reHOTHUII 4 BBISIBIICH UCKITIO-
yuTenbHO B cTpanax Azuu (Kutaii, TaiiBanb, SInonus u Beernam). [Ipeamnonarator,
YTO 'EHOTHIIBI | ¥ 2 UMEIOT aHTPOIIOHO3HOE POUCXOXKICHHE, TOTAa KaK T€HOTHIIBI
3, 4, 7 — 300HO3HOE M MOTYT MPHUBOIUTH K Pa3BUTHIO 3a00JICBAHUS KaK Y JItO-
JieH, Tak U y KUBOTHBIX. MexaHU3M nepenaud — (eKanbHO-OpalbHbId. M3 my-
Tell nepefauy Belyllee MECTO NMPUHAICKUT BOAHOMY, ATMMEHTApHOMY, a TaKXke
3apayKeHUIO Yepe3 KHUBOTHBIX P YIOTPeOIIEHUH ChIPOTo, HEJ0KAPEHHOTO MsCa,
0COOCHHO JMKHUX JKMBOTHBIX. [lepenada BUpyca OT yenoBeKa K YeJIOBEKY CIyda-
ercsi penxo. Bo3amokeH mapeHTepasbHbIA MMyTh MEpeaadyn B ciaydae TpaHC(y3uu
unpuuupoBannoit HEV kpoBu noHopa. YacTo ciyuaercs 3apaxkeHune peOeHKa OT
marepu ¢ HEV (renorur 1), 4To npuBOIUT K aHTEHATaJIbHBIM NOTEPSAM U MIIJICH-
4ecKOi cMepTHOCTH. DyIbMUHAHTHBIN IeNaTHT — TSDKeJI0e HapylleHne QyHKIUU
nedeny, Bo3BaHHOe HEV, uame BcTpeuaercs npu O6epemenHocTu. bepemeHHbIe
xeHIHEI ¢ I'E, 0COOEHHO BO BTOPOM M TPEThEM TPHMECTpax OepeMEHHOCTH,
IO/IBEP)KEHBI MOBBIIICHHOMY PUCKY Pa3BUTHS OCTPOW MEUEHOYHOW HEI0CTaToy-
HOCTH, THOENH TUI0Aa U JieTalbHOro ucxona. [Ipu 3apaxenun HEV B nocnennem
TpUMeCTpe OEpEMEHHOCTH JIETAIbHOCTb MOXKET focturars 10-50 %.

Kannuyeckue mposiBienns. B menom, knmmamdeckas cumnromaruka ['E
cxoxa ¢ TakoBoi npu I'A, HO umeer Oosiee BBHICOKYIO HacCTOTY CPEIHETSDKEIIBIX
u Tsoxenslx Gopm. I'E nmeer mobpokadecTBEHHOE TEUCHHE M CaMONPOM3BOJILHO
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3aBepIIaeTcsl BbI3AOpoBIeHHeM. OJHAKO BBICOKAs JIETAJBHOCTh y OepeMEeHHBIX
10 30 % nabmtonaercs npu 3apaxeHuu >xeHIuH B 111 TpumecTpe 6epeMEHHOCTH.
Jlake mpu JOHOLICHHOW OEPEeMEHHOCTH YacTh JIeTel Morudaet B pe- U HHTpaHa-
TalbHOM Nepronax. BeprukanpHas nepenada HEV miony ¢ miioxum nepuHaTaib-
HBIM HcxoioM mmpoucxomut y 30—100 % GepeMeHHbIX xeHIuH ¢ nHpekuueir HEV.
YpoBeHb CMEPTHOCTH CPeI MAJICHBKHX JIETeH MOXKET OBITH BHICOKHM.

I'E mokeT npoTekaTb OECCHMITOMHO HJIM IIPUBECTH K KIMHUYECKH BBIpa-
JKeHHOMY 3a0osneBaHuIo. TunuyHble IpU3HaKu U cuMnTombl octporo I'E Heotnu-
YMMBI OT CHMIITOMOB ApYTuX BI" ¥ BKIIIOUAIOT JKENTYXY, HEIOMOTaHHE, aHOPEKCHIO,
TOLIHOTY, PBOTY, OOJIN B )KHBOTE, TEMHYIO MOYY, JTUXOPAJIKy U I'elaTOMETaJIHIO.

Hnkybayuonnvlii nepuoo coctapiser ot 15 mo 60 gneit (B cpeaHeM —
40 nHei).

Tpedorcenmywnsiii nepuoo. 3aboreBaHUe HAYMHACTCS TIOCTEIIEHHO, OTMEYa-
FOTCS TPUIIIIONON00HBIE 1 aCTEHOBETETATUBHBIE CUMIITOMBI, TUCIICIICUYECKUE Ha-
pyuIeHuUs1, 6eCIOKOSIT OOJIH B TIPABOM MoApedepbe U AMUTacTpaIbHOM 00acTH, ap-
Tpanruu. [Tocne BbIsABIEHHS JKENTYXH CAMOYyBCTBUE HE yaydlaeTcs. Boiaenenue
BUpYCa CO CTYJIOM Ha4WHAeTCs MPUMEPHO 3a 2 HEIEIH OO MOBBIMICHHS YPOBHSI
[1€YEHOYHBIX (PEPMEHTOB B CHIBOPOTKE M 3aKaHYMBACTCS K TOMY BPEMEHH, KOIna
YPOBHH NEYEHOYHBIX ()ePMEHTOB BO3BPAIIAIOTCS K HOPME.

JKenmywinviil nepuod MPOTEKAET C KENTYIIHOCTBIO KOXKU, OCTHUTasl 3HAYH-
TEJIBLHON WHTEHCHBHOCTH, FeNaToCIICHOMETalInei, a0 IOMUHAILHOM OO0IBIO0, TOII-
HOTOH, CJIa00CThIO0, CHIDKEHHEM alIeTHTa, TEMHOW MOYOH U aXOJINYHBIM CTYJIOM.
XKentyxa coxpansercst B cpeqaeM 2 Heznend. OCOOBIM CUMIITTOMOM, BBISIBJICHHBIM
npu ['E, siBisieTcs reMOroOHHYpHsl, YKa3bIBAIOIIast HA HATTMIHE TEMOTU3a dPUTPO-
UTOB. ['eMONIIOOMHYpHsI OTMEUAeTCs y MALMEHTOB C TSHKENOM OopMoii remnarura,
OCJIOXKHEHHOH pa3BUTHEM IEYEHOYHOH HEOCTaTOYHOCTH B PE3YJIbTaTe pPa3BUTH
MacCHBHOTO HEKpO03a IedeHH. Elre oMHIM TpO3HBIM OCIOKHEHHEM TeUeHHUs 0o-
ne3Hu cuuratoT pazsutre IBC cuHapoMa, NposSBISIONIErocs JKeIyI04HO-KUIIed-
HBIM, MATOYHBIM U JPYTUMH KPOBOTEUCHHUSIMU. JIpyrue MeHee pacipoCcTpaHeHHbIE
MPU3HAKH ¥ CHMITOMBI — JIWapesi, apTPaTus, 3y K KparuBHUIA. B OONbIIMHCTBE
BCTIBIIIEK CaMble BBICOKHE MOKA3aTeNN KIMHUYECKH BBIPAKECHHOTO 3a00JIeBaHUS
HaOIIOIAIUCH CPEIU B3POCIIBIX MOJIOJIOTO U CPETHEr0 BO3pacTa, Oojiee HU3KUeE Mo-
Ka3areny 3a00J1eBaéMOCTH — B MOJIOZBIX BO3PACTHBIX IPyNIIaX — WU MOIJIU OBITH
PE3yJIbTaTOM OEIKENTYIIHBIX HIIH CYOKINHUYECKUX HH(EKIH.

Ha ceropnsmauii aeHp nOKa3aHO CYIIECTBOBaHUE Xxporuueckoeo I'E, xo-
TOPBIH AUArHOCTUPYETCS Y MAlHEeHTa NP JUTUTEIFHOM HOBBIIICHUN YPOBHS aK-
TUBHOCTH MEYCHOUHBIX TpaHcaMuHa3 u mupkyinsiuud HEV Gosee 6 mecsies, uto
MOXeT c(opMHUpPOBaTh IUPpo3. HUKakuX nOKa3aTeabCTB XpOHUYECKON MH(EKINU
HEV He Obuto 00Hapy»eHO B X0/ OJATOCPOYHOTO HAOIIONEHHS 33 30POBBIMHU
JOABMH U JIIOAbMH, HHuIMpoBaHHbIMH TeHoTHIIaMu HEV 1 1 2. Onnako XxpoHu-
yeckast uH(p ek HEV BcTpeyaercs cpein B3pOCibIX peHUITHEHTOB TPAHCIIAHTA-

14



TOB COJIUIHBIX OPraHoB, JItofiel ¢ UMMYHOJOIMYECKUMM HapyLICHUAMH, BKJIIOYas
CHUHJPOM HPUOOPETEHHOr0 UMMYHOAE(DULUTA, U JIOAEH CO 3J10KaueCTBEHHBIMU
reMaToJIOrMYeCKUMH 3a00JI€BaHUAMHI.

Bce yame npusnaercs cea3b uHbekuuu HEV ¢ HeBposlorudeckuMy CUMIITO-
MamH, BKJIroyasi cuuipom ['nitena—bappe. Ciydau xponuueckoit nadpexipu HEV,
KOTOpast ObICTPO NIpOrpeccupoBalla A0 HUPPo3a, ObLIM 3aperUCTPUPOBAHBI CPENU
JleTel, MepeHecIInX TPAHCIUIaHTAIMI0 KOCTHOTO MO3ra [0 OBOJY I'eMaTojIoruye-
CKHUX 3JI0Ka4eCTBEHHbIX 3a00JICBaHUI, U CpeIU PELIUIMEHTOB TPAHCIIAHTATA IIe-
yenu. CynepuHdekunss HEV BBI3bIBacT TSHKENYIO MEUSHOUHYHO JACKOMIICHCAITUIO
y HALUEHTOB C YK€ UMEIOIUMCS XPOHUYECKUM 3a001€BaHUEM TI€UEHU. YPOBEHb
CMEpTHOCTH, HaOmonaeMbIii Bo BpeMs anuaemuii ['E, cocraBnsier npuOnu3uTesb-
HO 0,14 %. OnHaKO MOJHMEHOCHBIH IeNaTuT Yalle BCTPEUacTcsl y OepeMEHHbIX
eHIIMH, ocobeHHo B Il TpumecTpe, a ypoBEeHb JIETAILHOCTH MOYET JIOCTUTATh
25 %. IlpudrHa BBICOKOH CMEPTHOCTH CpeAU OEPEMEHHBIX KEHIIUH HEU3BECTHA.
[MpuyrHaMU cCMEPTH ABISIOTCS MeueHo4Has SHIedanonarus u [IBC.

JluarsocTuka. JIMarHOCTUYECKUMU KPUTEPUSMU SIBISETCS OOHapyxXeHUe
RNA HEV B dexanusx u/unu ceiBopoTke KpoBr MeTonoM [11IP, a Takxe Hamuuue
anrturen kacca IgM n/unm IgG B CBIBOPOTKE KPOBH B COUSTAHUH C KIIMHUISCKUMH
1 OMOXMMHUYECKUMH MPOSIBICHUSAMHU ocTpoit uHdekuuu. [locne 3apaxenus HEV
UMMYyHHas cucTeMa BbelpabarbiBaeT antutena IgM, IgG k HEV. IgM moryT coxpa-
HATHCSI OT 1-2 MesieB 10 2 JIeT u 00bIYHO 00HAPYKUBAIOTCS BO BPEMs TIOSIBIICHUS
CHUMIITOMOB HJIU HOBBIIIEHHS] YPOBHS NEYEHOUHBIX (DEPMEHTOB; YPOBHU AHTUTEI
CHIJKAIOTCSI BO BpPEMs PAHHETO BBI3ZOpOBIIeHHs. Uepe3 HeCKOIbKO HeJelb Mocie
3apaxenus nossistores IgG HEV, coxpanstonuecs AIUTENbHOE BPEMs IOCIE Bbl-
370pOBJIEHNS NanueHTa. IHTepnpeTanys pe3yabTaToB TeCTa MOXKET OBITh 3aTpy/a-
HEHA, ¥ B HU3KOHIEMUYHBIX PETUOHAX JUI IOCTAHOBKH OKOHYATEIBHOIO JUArHO-
3a TpedyeTcs HCIOIB30BaHNe HECKOIBKUX TECTOB, PACCMOTpEHHE (PaKTOpOB pHCKa
U UCKIIIOYEHHUE JPYTHX NMPUYUH OCTPOro remaruta. IMMyHOOIOT-aHAaIU3bl MOTYT
obOHapyxwuBath IgM u [gG HEV B chIBOpOTKE, HO HE SBJISIOTCS 4yBCTBUTEIBHBIMH.
TP moxxeT ucnonb3oBarbest i oOHapyxeHuss RNA HEV B cbIBOpoTKe KpOBH U
B CTyJe, HO OHA HEJOCTYIIHA B PyTUHHOH IIPAKTHKE B JHATHOCTHYECKUX J1abopa-
topusix. Jlaboparopusie nanHble npu ['E aHamoruyHsl JaHHBIM OpPU APYTHX TH-
nax BI' u BKJIFOYArOT MOBBIIICHHBIE YPOBHH CHIBOPOTOUHOTO OmnupyOuHa, AnAT,
AcAT, menounoit pocdoraspl U y-rmyramunTpancdepassl. Paspemenue runepou-
JUPYOMHEMHUH U TMOBBIIICHHE CHIBOPOTOUHBIX aMHHOTpaHc(hepa3 0ObIYHO MPOHUC-
XOAUT B TeueHUe 1—6 Henenb nocie Hayana 3aboneBanus. [Mcronaronorudeckue
npusHaku nHGekunn HEV Brirovaror kak kinaccudeckuii octpolit BI' ¢ ouaropsim
renaTolesUIIOIIPHBIM HEKPO30M, OalJIOHHBIMHU I'eNaTOUUTaMU U auuAo(pUIbHOR
JlereHepanyei renaTouToB, Tak U X0JIECTaTHYECKUH relaTUT ¢ 3aCTOEM XKeluu B
KaHaJblax ¥ TpaHchopMalen renaronuToB.



Jleyenue. Jleuenue I'E aBnsercs mopaepkuBatoniumM. JlaHabIe IUIs1 OLICHKU
3¢ G EKTUBHOCTH IPOTHBOBUPYCHBIX MIPENApaTOB WK IPYTUX CIIEHUPUIECKUX Me-
Toz0B sieueHust octporo I'E orcyTcTByrorT. B kauectBe Hanbomnee 3QPpeKTHBHOrO
rpernapara Jjis JIeueHust TsKesoro TedeHus: xpounueckoro I'E y ummyHocymnpec-
CHBHBIX IAalMEHTOB PACCMATPHBAIOT NPHMEHEHHE MOHOTEpAanuy pUOABHPHHOM,
MerWJIMPOBAaHHBIX UHTEP()EPOHOB HE paHHEE JBYX MECSIEB IOCIE TPAaHCIUIAHTa-
IIUH, T. K. BOBMO)KHO OTTOP’KEHHME TPaHCIJIaHTaTa. Y PELUIUEHTOB COJIMIHBIX Op-
ra”oB ¢ xponndeckuM ['E npekparienne npueMa MMMYHOJIETIPECCAHTOB CBSI3aHO C
YCTOMYHMBBIM BUPYCOIOTHYECKUM OTBETOM.

Ipodunakruka. B uenom, mepsl npodunaktuku I'E BrIouaroT nogaepxa-
HUE XOpOIIeH JINYHOW W MHUIIEBON TMTHEHBI, YIy4lIeHHe CAHUTAPHBIX YCIOBUH,
o0ecriedeHne YUCTON MUTHEBOM BOJOH, MBIThE MMOTEHIIMAIBHO 3aPaXKEHHBIX MPO-
IOYKTOB M TIIATEIbHOE MPUTOoTOBIeHHE muiny. OCHOBBIBasChH Ha HAOMIONCHHUSX,
YTO JINCTOBBIE OBOLIM MOTYT ObITh 3apaxkeHbl HEV, Haanexaiiee MbIThe mepen
YHOTpeOIeHHEM MOXKET 00eCIeYnTh 3amuTy He Toibko oT HEV, HO u oT apyrux
MH(EKIHi, TepeIalouXxcs yepe3 BoAy H muily. [IoCKoJIbKY HelTOBapeHHas me-
YeHb CBUHBU M KabaHa, HEIOBAPEHHOE MSICO M HEIOBAPEHHAsS OJICHWHA CBS3aHBI
¢ I'E, pexomeHtyeTcsl TIIATEIbHOE NIPUTOTOBJIEHHE TAKUX MPOJYKTOB, OCOOCHHO
JULSL JIAL ¢ MMMYHOZE(UIIUTHBIMH COCTOSTHUSMH, TAKUMH KaK PELUITUECHTHI TPAaHC-
IJIAHTATOB COJIMJHBIX OpraHoB. IlyTemiecTBEeHHHKaM HeE CIEIyeT yNnoTpeOnsiTh
CBIPYIO BOIY B cTpaHax, rae peructpupyercs HEV. Pa3paGorana OezomacHas u
s¢dexTrBHas pekoMOuHaHTHas BakuuHa npotis HEV, Ho B HacTos1ee Bpemsi oHa
noctymnHa Tonbko B Kurae. J{ns Hamelt crpansl Bakiunaa npotuB HEV noka neak-
TyanbHa. Tem He MeHee BO3 pexkoMeHyeT pacCMOTPETh BO3MOXKHOCTb HCIIOJIB30-
BaHUs BaKIMHBI IS IpenoTBparieHus Benbimek HEV u oOneruenus nocneacteuit
B IPYIIIaX BBICOKOTO PHCKA, TAKUX KaK OepeMEeHHbIE KEHIIMHBL.

T'EITATUT B

I'ematut B BEI3BIBaCT KaKk OCTPYIO, TAK U XPOHHUECKYI0 HH(EKIHIO, KOTO-
past MOXET NIPOTEKaTh OECCUMITOMHO, B JIETKOH (hopMe UK B BUAE TSKEJIOrO WU
MOJIHUEHOCHOI'O TENAaTUTA.

Itnonorus. HBV — JTHK-conepkamuii Bupyc, oTHOCAIUIcS K ceMel-
ctBy Hepadnaviridae. K nHacrosimemy Bpemenu omnucano 10 renorunos HBV
(A-J), pa3znuuus B HyKJICOTHIHBIX IIOCIEJOBATEIbHOCTSAX COCTABILIIOT OKOJIO
8 %. Haunbonee pacnpocTpaHEHHBIMU U «IPEBHUMI» SBISIOTCS TeHOTHIE A—D.
Bupuon HBV (Bupyc BHE KJIETKU X031UHA) COCTOUT U3 JIUNONPOTEUIHOM 060104-
K (cymepkaricun), BHyTpeHHei obonouku (karcun) u JJHK (puc. 2).
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HBV DNA

M-HBsAg
S-HBsAg
L-HBsAg
CepguesuHa
Monuwmepasa

Puc. 2. Ctpykrypa HBV

Cynepkarcuj npeAcTaBisieT co00i JIUMUIHYI0 MeMOpaHy, B KOTOPYIO BCTPO-
eHbI OCJIKM aHTHUTeHa HapyXHOH 000soukn — HBSAg (MOBepXHOCTHBIN aHTHICH)
u pre-S1, pre-S2 nporeunsl. B cocra kancuaa sxoaut HBcoreAg/HBcAg (ocHOB-
HOW/cepaLeBUHHBIN/nepHbld aHTUTeH HBV), ero cyOobenunuiia HBeAg (Tpanc-
dopmupoBanubiii HBcAg), HBxAg. Buytpu kamcupaa comepkarcs (epMeHTHI
(JJHK-monumepa3za, oOparHas TPaHCKPUNTA3a) U HYKJICNPOTEH (TeHETHUECKHUIA
Mmarepuai Bupyca). ['enom HBV conepxut asyxuenoueunyro JJHK, 3axitouennyro
B C(epUUECKYI0 000JIOYEUHYIO CTPYKTYpY, AuameTpoM 42—45 M. M3yueH reHom
BHpYcCa, TIPEJICTABICHHBII YeThIpbMsI T€HAMH U PErYJSPHBIMH I1OCIIEJ0BATEIbHO-
ctsimu JTHK, oTBeTCTBEHHBIMY 32 CHHTE3 7 OEJIKOB M PEIUTUKALINIO BUpyca: reH P —
nonuMepasa, ooparHas TPaHCKpUITa3a; TeH S (I0BEpXHOCTHBIH) — pre-S1, pre-S2,
HBsAg; ren C (sinepubiit) — HBcAg, HbeAg; ren X — HBXAg. AHTHIEeHBI BUpyCa
BBINOJHSIOT CBOO (DYHKIIMIO M COOTBETCTBYIOIINE UM aHTUTEIIA OTPAXKAIOT CTaIUI0
uHpekunonHoro npouecca. HBsAg copmectHo ¢ pre-S1 u pre-S2- Genkamu OT-
BETCTBEHHBI 3a MHTErpaluio Bupyca B rernarountsl. HBcAg obnagaer nporens-
KMHA3HOH aKTHBHOCTBIO, HEOOX0AMMOM Ut ocopuitnpoBanst OEIKOB, BBICOKOM
MMMYHOT€HHOCTBIO, C KOTOPOU CBSI3aH aJIeKBATHBII MMMYHHBIH OTBET OpraHU3Ma.
HBcAg MOXHO OOHApyHTh TOJIBKO B TEHATOIMTAX, B KPOBEHOCHOE PYCJIO 3TOT
aHTWUTEH He Tonajaer. B nmepudepuyeckoil KpoBH HUPKYIUpPYeT TpaHchopMHpo-
BanHbIl BapuanT HBcAg — HBeAg, sBnsronuiicss MapkepoM aKTUBHON peTUIMKa-
uun Bupyca. HBXAg akTuBUpyeT SKCIpeccuio BCeX BUPYCHBIX TEHOB U YCHIIMBAET
CHHTE3 BUPYCHBIX IPOTEMHOB, HE HCKJIIOYEHA €T0 POJIb B KaHIIEPOTCHE3E.

HBYV BbIcOKOyCcTOHYUB BO BHELIHEH cpelie U XKU3HECIOCOOeH IpU KOMHAT-
HOH TeMmeparype B T€UE€HHE TpeX MecCsIeB, MpU 3amopaxkuBanuu — 15-20 ner,
B OBITOBOM XOJIOJMJIHUKE COXpaHsieTcs 10 1 rona, npu nporpesanuu 110 60 °C —
4 gaca, He HTHAKTUBUPYETCS IIPH MHOTOKPATHBIX 3aMOPAXUBAHUAX U OTTAUBAHUSX.

Snuaemuosorusi. OCHOBHBIMH UCTOUHUKaMU MH(eKuu npu I'B sBustorcs
nuia (aHTPONOHO3HAsE MHQEKIHs) ¢ OECCUMITOMHBIMU W/WITH KIMHUYECKU BbIpa-
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JKEHHBIMU OCTPBIMH U XPOHUUECKIMH (hopMaMu HHPeKuur. OCHOBHOM MEXaHH3M
repeaayn HHPEKIMN — KOHTAKTHBIA U TeMOKOHTaKTHbIN. [TyTn nepenauu: mosuo-
BOW, BEPTHKAJbHBIA U MapeHTepaibHblid. ['B MOXHO 3apa3uthcs uepe3 UHQHIIHU-
POBaHHYIO KPOBb (YKOJI UIJIOH, HAHECEHHE TaTyHPOBOK, TUPCHHI, IIPOKOJIBI MOYKH
yxa, OpUThE, MAaHHUKIOP), CIIIOHY U IOJIOBBIE CEKPEThI, B TOM UHCJIC MOJIOBBIM ITy-
teM. Ilepenaya MHGEKIUU MOXKET TAKKE IPOUCXOAUTH IIPU OLIOCPETOBAHHOM KOH-
TaKTe C KPOBbIO MAIMEHTa IIPU IOBTOPHOM HCIIOJIb30BaHUH 3apaK€HHBIX UIJ WK
KOJNIOUIE-PEKYIIUX MPEAMETOB U ILIOXO MPOCTEPUIM30BAHHOIO MEAUIMHCKOTO
MHCTPYMEHTapHsl B MEANIIMHCKHUX YUPEKICHUSIX WIH B OBITOBBIX YCIOBHSX, OCO-
OEHHO Y JIHLI, yIOTPeOIAIOIUX HHBEKIMOHHbIE HAPKOTUKH. B HacTodmiee Bpems
MPSMOM KOHTAKT C 3apakK€HHOI KPOBBIO MpU TpaHC(y3uH KpaiHe peIKH.

Wundunuposanue HBV spnsercs mobanbHOM 1po6iaeMoil 00LIECTBEHHOTO
3npaBooxpanenus. 1o orienkam BO3 B 2019 . 6bu10 296 MutH HOocutener HBV,
1,5 MiH HOBBIX MHQEKIMH B TOJ U €XerogHas cMepTHOCTb 820 THIC. YENIOBEK B
OCHOBHOM H3-32 OCJIOKHEHHH B BuAe mupposa nedenu u LK. OcymecTtBienue
3¢ EKTUBHBIX NPOrpaMM BaKIIMHAIIMK BO MHOTHX CTpaHaX MPHUBENO K 3HAYUTEINb-
Homy cHkeHnto HBV-undekuun. [To orieHkam, OKoJIO IBYX MUJUTHAPIOB JIFONEH
BO BCEM MHUpPE UMEIOT JI0Ka3aTeJIbCTBA IPOLLIOH nin Tekyiuei napexnuu HBV.

O6mas pacnpoctpaHeHHOCTs XI'B cocrasnser 3,5 %, ogHako oHa BapbUpy-
€Tcs B 3aBUCHMOCTH OT reorpaduueckoro peruona. Hanbonblee unucio ciaydacs
3a0oneBaHusT HAOMIOMAeTCsl B 3amafHoil yacTn THXOro okeaHa, I7ie HAaCUNUTHIBA-
erca 116 MiH MHGUIUPOBAHHBIX, 3aTeM — B AdpuxaHckoM peruose (81 min),
B BocTo4HO# yactu CpennzemHoMOpbs U FOro-Boctounoit A3zuu (1o 60 mMiH city-
yaeB uHpuuuposanus). Ha nomto EBponsl 1 AMepuku npuxonutcs 14 u 5 MiH,
cooTBeTcTBeHHO. Cpenu AeTel B Bo3pacTe A0 5 JeT pacrpocTtpaHeHHOCTs XI'B
cocrapisier MeHee 1 %. bonee Hu3KUMl ypoBEeHb PacIpOCTPAHEHHOCTH CPEIU
JeTel B Bo3pacTe 10 5 jer orpaxkaeT 3PQPEKTUBHOCTh II00aIbHOM MpOrpaMmbl
BakluHanuy npotus I'B. OnHako cylecTByeT HEOOXOAUMOCTh B 00Jee IUPOKOM
OXBare BaKIMHAIMEH, B YaCTHOCTH BakIMHaIen mpotuB HBV, 4To0b! moIHOCTHIO
nukBuaupoBarsk I'B cpenu pereil. B ctpanax, roe HBV sBisierca sHAeMUUYHBIM,
NepuHaTalbHas Tepeiadya OCTaeTcsi Haubosiee BaXXHON MPUYMHONW XPOHHYECKOH
MH(EKIUN U3-3a BBICOKUX II0Ka3aTeel 3a001eBaeMOCTU Cpeid OEpEMEHHBIX JKEH-
muH. [lepuHaranpHas nepeaada Takke MPOMCXOIUT U B HEAHJEMUYHBIX CTpaHax,
Briouast CIIIA, B ocHOBHOM y AeTeit MaTtepell, unduupoBannsix HBV, xoropsle
HE NONYYHIHN HaJuieKaneld IMMYHOIIPOGMIAKTUKY IPH POXKACHHH.

Tem ne menee HBV uH(ekuus ocraercs BakHOM mpuuuHOil 3aboneBae-
Moctd U cMmeptHoctH. HBV cnocoGeH BbDKMBAaTH BHE OpraHM3Ma 4eJoBeKa IO
MeHblIEH Mepe B TeueHue 7 JHEH, COXpaH sisl CBOIO BUPYJIEHTHOCTb, U BbI3bIBaTh
MH(EKIMIO P TOMagaHNK B OPTaHU3M UYeNIOBEKa, KOTOPHII HE 3aIIUIICH BaKIU-
Hoil. B CIIIA 3a6oneBaemocTb ocTpeiM I'B y nereil mnaame 15 net cocrasisia
menee 0,02 cimygaeB ma 100 THIC. Hacenenus B 2015 r. u cHmsunacs g0 0,0 Ha

18



100 TeIC. Hacenenus B Bo3pacte muaamie 19 et B 2019 . B CLLA u B psaae npyrux
HE’HJIEMUYHbIX CTpaH OOJBIIMHCTBO ciiyyaeB X1 B pa3BuBaroTcs y malueHToB C
TakuMHU (PaKTOPaMH PUCKa, KaK BHYTPHBEHHOE YIIOTPeOIeHNE HApKOTHKOB MIIH T10-
JIOBOI KOHTAKT C MH(QHUIIMPOBAHHBIM YEJIOBEKOM; Y T€X, KTO )KUBET B COOOILECTBAX
¢ OOIIBIIIOI 10JIeld UMMHIPAHTOB M3 pernoHoB, rae HBV snaemuden; u B onpene-
JIEHHBIX rpynnax, rne HBV sHiaemudeH, HarpuMmep, y KOPEHHBIX aMEpUKaHIIEB,
BKJIIOYAsT KOPEHHBIX kuTened Anscku. bonpmmHcTBO neteit ¢ I'B sBnsitoTest nm-
MUTPAHTaMH U3 BBICOKOSH/IEMUYHBIX PalOHOB, UMEIOT POAUTEIIEH, KOTOpbIEe ObLITN
MMMUTPAHTAMH, WJIM TOBEPIIINCEH 3aPayKEHHUIO Yepe3 Apyrue ObITOBBIC KOHTAKTHI.
Jlaxxe B pernoHax ¢ BHICOKOH 3HAEMHUYHOCTBIO MOT'YT OBITh CYII€CTBEHHBIE Pa3iIH-
4us B pacnpoctpaneHHoctd HBV mexy ctpanamu U cyOnomysusMm.

ITonoBoii myTh nepenayn (rerepo- Uik roMOCEKCYaIbHbIe KOHTAKTHI) SIBIISET-
¢Sl JOMUHHPYIOLIMM B CTPAHAX C XOPOLINM YPOBHEM MEIUIMHCKOTO 00ECIICUeHHUSI.
Puck 3apaxkeHus yBeTMUMBAETCS IPOIIOPIIOHAIBLHO YAaCTOTE MOJIOBBIX KOHTAKTOB
C UICTOYHUKOM BHpYcCa.

HBYV naubonee yacTto nepenaercs oT MaTepu peOEHKY BO BpeMsi OepeMeHHO-
ctu (5 % ciyuaeB) u B pomax (95 %) (BepTuKanbHas Iepeada) Win B pe3yabTare
TOPU30HTAIBHON Tepenadu (KOHTaKTa ¢ 3apaKeHHOW KPOBBIO), 0COOCHHO MEXAY
MHOUIIMPOBAHHBIMY M HEMH(GHUIMPOBAHHBIMU NETBMH B IIEPBHIE 5 JIET >KH3HU.
Haunbonbimmii puck unduuuposanus nereid or HBeAg-no3uTuBHbIX MaTepeii ¢
BBICOKMM IIOKa3aTejleM peIUIMKAlud BUpyca M OMOXMMHYECKOH aKTUBHOCTEHIO.
KecapeBo ceuenne MOKeT CHHWKaTh pUcK nepenaun HBV B nepunaraibHblil ne-
puon ot HBsAg-no3utuBHBIX Matepeil. [pyiHOe MOJIOKO He SIBIsieTCs (PaKkToOpoM
pUCKa nepenadu HHQEKIUH.

XI'B pa3zBuBaeTcs MeHee 4eM y 5 % nrofei, 3apa3suBLIMXCS BO B3POCIOM
BO3pacTe, U NPUMEpHO y 95 % MHOUIMPOBAHHBIX B MJIQJICHYECTBE, 3TUM 00bBsC-
HSIETCSI HEOOXOIMMOCTh BAaKIMHAIMH JETeH I'PYIHOrO BO3pacTa. BeITOBOW MyTh
nepesadn 0coOEHHO aKTyaJleH B CEMbsIX, I7ie UMeeTcs: 00JIbHOM XpOHMYECKOH HH-
¢exmpeil. CuuTaercs, YTo B 3TOM Ciydae 3apa)KCHUE BCEX UWICHOB TAKOW CEMbH
00s13aTeIbHO MPOUCXOAUT B TeueHue 5—8 net. [Ipu BBICOKOI KOHLIEHTpAIH BU-
pyca MuHHManbHOTO KoimuecTBa kpoBH (0,0001 mir) oka3biBaeTCs TOCTATOYHO,
yT0OBI BbI3BaTh OCTphIi [ B. Cunraercs, 4To OT MOMEHTA 3apakeHHs 10 TOro, KaK
3a00jieBaHNE CTaHET HeM30EeXKHBIM, €CTh MEPHOA, COCTaBIsONMNA 1-2 Hemenw,
B TEYEHHE KOTOPOT0 MMEETCsI BO3MOXKHOCTD IIPEAOTBPATUTH 3a001€BaHIE C TIOMO-
1IbI0 BakUHALUK 10 cxeme 0—1-2—12 (9kcTpeHHas npoduiiakTuka) U BBEACHUS
HMMMYHOIJIO0Y/IHHA.

Iarorenes. Ilocne nHGUIMPOBAHMS Yepe3 MOBPEXKICHHYIO KOXKY HIIH CIU-
3ucThle 000JIOYKH BUpYC, 001ajasi BBIPRKEHHBIM TPOIM3MOM K TIelaToOLUTaM,
reMaToreHHO JOCTHIaeT KJIETOK IEUSHH, IIie MPOUCXOAnT BeicBoOoxaenne JJHK-
TeHETHYECKOM MaTpUIIbl, PETUIMKALMS U 1ToJIHasi cOopka BuprnoHa. M30bITOK CUHTe-
3upoBaHHbIX HBsAg u HBeAg nmoctynaer B kpoBs. B pesynsrare B3anmoneiicTBust
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BUpPYyCa U UMMYHHOM CHCTEMbI MaKpOOPraHU3Ma IIPOUCXOIUT aKTHUBALUA Pa3HBIX
3BeHbeB 3ToH cucteMsl (T-mumdonuros u B-mumdonnrtos, Makpodaros, nuro-
KHHOB), OTHAKO BEAyIIasl poJjib MPHUHAIEKUT T-KIeTOuHOMY OTBeTy. TedeHue u
ncxon 00Je3HH 3aBHUCAT OT XapaKTepa U CTEIIEHH BBIPAXEHHOCTH UMMYHHOTO OT-
BETa, TCHETUYECKOW IETEPMUHUPOBAHHOCTH, 0COOEHHOCTEH camoro Bupyca. HBV
HE OKa3bIBaeT MPSIMOTO LUTOIUTHYECKOTO JEHCTBUA Ha renarouutsl. I[lopaxkenue
KJIETOK IPOMCXOJUT 110 HMMMYHOOIOCPENOBAaHHOMY MexaHusMy. [IpucyrcrBue
B remaronurax toabko HBSAg He BeieT K JM3HCY KIIETOK, @ CEKpeTHPYeMblil B
kpoBb HBeAg nonasnser aHTuTe1000pa3oBaHue U MPOAYKIHMIO HHTEp(EepoHa, NH-
IyUUpys UMMYHHOTOJICPAHTHOCTH. | yMOpasbHbI OTBET COCTOMT B HAKOIJICHUU
crenu(UIecKuX aHTUTEN K PAa3IMYHBIM aHTUTEHAM BHPYCAa U CBI3BIBAHUH MU CO-
OTBETCTBYIOILIMX aHTUIE€HOB. B pe3ynbrate cBoOOAHAs LMPKYISALMS aHTUTCHOB B
KpoBH Ipekpamaercs. OOpasyronyecs mpyu 5T0M HIMMYHHbIE KOMIUIEKCHI (haromnu-
TUpPYIOTCs Makpodaramu. M30bITOK IMMYHHBIX KOMILJIEKCOB MOXET CIIOCOOCTBO-
BaTh Pa3BUTUIO ayTOMMMYHHOTO KOMIIOHEHTa. [Ipu ajjekBaTHOM UIMMYHHOM OTBe-
Te OyneT HaOIonaThCs TSDKENIOe TedeHUe OO0NE3HU, HO B Pe3ylbrare JOCTUIraeTCs
MOJIHAs AIMMUHALMA Bupyca. [Ipy runepuMMyHHOM OTBETE BO3MOMKEH 3aITyCK ay-
TOMMMYHHBIX npoueccoB. Caalblii ’e UIMMYHHBIN OTBET 00YCIIaBINBAET HU3KYIO
AKTHBHOCTH 3a00JICBaHMs, TEUCHHE IelaThTa OyleT JIETKHM WM JaXe CTEPTHIM
Y TIOBBIIIAETCS BEPOATHOCTH (hopmupoBaHus XI. AyTOMMMYHHBIH mpouecc ycy-
ryOIsieT IUTONN3 TeNaToUUTOB, CIIOCOOCTBYS ajdbHEHIIEMY pacipoCTPaHEHUIO
HEKpO3a IeYeHH, pPa3BUTHIO (YIbMUHAHTHOTO TeHaTHTa U Iepexony MH(pEeKuuu
B XpoHHueckoe TedyeHrne. HBV crnocoOeH miuTensHOe BpeMsl 0CTaBaThCsi B Opra-
Hu3Me, GOPMHUPYS HE TOJIBKO BUPYCOHOCUTEILCTBO, HO U BbI3bIBas pa3Butue XI.
B cnyuae nonHoit 3nMMHUHALMK BUPYCa U TOCTUKEHUS] CEPOKOHBEPCUH TTOCIIE T1e-
penecenHoro ocrporo I'B ¢popmupyercs cToRKUi UIMMYHUTET.

Kiaununveckue nposiBiaeHust. Hnxybayuonnsiii nepuod: MAHAMAIBHBIA —
6 Henenb, MaKCUMaJbHBIH — 6 MecsleB, B cpenHeM — 60-120 nueii. B 6onb-
MIMHCTBE CIy4aeB NepBUYHAs HHQEKIHI MeeT OecCHMITOMHOE TeueHne. CIeKTp
KIMHUYECKUX INpospieHuit nndexuuu HBV Bapbupyercs Kak B cilyyae OCTpPOH,
Tak U XpOHHYECKOH Oone3Hu. Bo Bpemst ocTpoil ¢a3el MposBICHHS BaAPbHUPYIOT
0T CYOKJIMHUYECKOW HIIM XKEeNTYIIHOW (OpPMBI renaTtuTa 70, B HEKOTOPBIX Cilyya-
X, (YTbMUHATHOTO TenaTuTa. YHUBEpCcanbHas BakuuHauus npotus HBV cytue-
CTBEHHO CHM3MJAa 4acTOTYy MOJIHMEHOCHOIO remarura. Bo BpeMs XpOHHYECKOi
(a3sl IPOSIBICHUSI BApLUPYIOT OT ACUMITOMaTHYECKOTO COCTOSHHSL HOCUTEIILCTBA
1o XI, uuppo3a u paka nedeHd. BHerneueHOUHbIE IPOSBIICHUS TaK)Ke MOTYT OBITh
Kak IPH OCTPOMi, TaK U MpH XpOHUYECKOH MHpekmK. KmHuYecKne nposBIeHUs
ocrpoii uupexuuu HBV y nerell, y KOTOpbIX pa3BUBAIOTCS CUMITOMBI, aHAIOTUY-
HBI TAKOBBIM Y B3pOCibiX. CHHAPOM, MOIOOHBIN CHIBOPOTOYHOM OOJIE3HU, MOKET
Pa3BUThCA B TEUEHUE NIPOJPOMAIILHOIO NEPUOJA, 32 KOTOPBIM CIEIYIOT aHOPEKCHS,
TOIIHOTA, JKeNTyXa U TUCKOM(OPT B IpaBoM BepxHeM KBajapaHTe. CHMITOMBI U
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KeNTyxa oOBIYHO MCYe3aloT yepe3 1-3 Mecsna, HO Yy HEKOTOPHIX MAaIMeHTOB Ha-
Omonaercsl JJIMTENbHAs yCTAJIOCTh JlaXke IOCJe HOpMalu3allMyd KOHIEHTPAaLUU
CBIBOPOTOYHBIX aMUHOTpaHcdepas.

IIpeodoicenmyuinlii nepuo0 HaYUHAETCS MOCTENEHHO, AIUTCS B CPEIHEM OT 4
1o 10 gueil, pa3BUBaeTCsS aCTEHOBETETATUBHBIHN, apTPAIITHUECKUA M AUCTICTICHYE-
CKH CHHJIPOMBI (CHHXKEHUE amIeTUTa BIUIOTh JIO TIOJIHOW aHOPEKCHH, C1a00CTh,
TOLIHOTA, PBOTA, YyBCTBO THKECTH, OOJIM B SIHUracTpUH, B MPaBoM moapedepsbe,
HeperyaspHblid cTya). K KOHIy HpoapoMaibHOrO IMEpuoia MOXKET BBISBIATHCS
rernaro- M crieHoMeranusi, moBbimaercsi akTiBHOCTh AJAT, AcAT B ceiBopoTke
KpOBH, MOSBIISAIOTCS IPU3HAKHU X0JIecTa3a — 3y, TEMHasl Mo4a U 00ecIBeYBaHUE
kaja. B nepudeprnyeckoii KpoBH y OONBIIMHCTBA MAIIMEHTOB HAOIIOACTCS JICHKO-
neHus, 0e3 CyecTBeHHbIX U3MEHEHHH B JieiikonuTapHoii popmyne. Y 10 % nereit
OTMEYAIOTCSl BBICHINIAHMS, IPU3HAKN BAaCKYJIHWTA, O THIYy CHHApoMa J[KaHOTTH—
Kpocru.

IIpu ceponoruueckom TecTupoBanuu octpas uHdpekius HBV xapakrepusy-
erca HannuueM DNA HBV, HBsAg, HBeAg u IgM-antu-HBc. Onqnako HekoTo-
pble 0COOCHHOCTH HAOMIONAIOTCS Yallle B ONPEIeICHHBIX BO3PACTHBIX IPyIIIax:

1) nons ManMeHTOB, MPOrPECCHPYIOMNX K XPOHHYECKOH WH(EKIuH, To-
pasno BhlIe Yy HOBOPOXKAEHHBIX (10 90 %) mo cpaBHeHHMIO ¢ 1-5 % y B3pOCIHBIX.
BonbIMHCTBO AeTel U OAPOCTKOB CTAPLIEr0 BO3PACTa UMEIOT JIETKUE CUMIITOMBI
BO Bpemst ocTpoit ek HBV;

2) TSDKENBId TenaTUT ¢ PasBUTHEM OCTPOH INEYEHOYHOH HEJTOCTaTOYHOCTH
MOXeT ObITh OCOOCHHO Y MJIaJICHIIeB, pOXKIeHHBIX oT Marepeit ¢ XI'B (HBeAg)-
orpunarensbHeiM (To ecth HBsAg-nonoxurensusiii 1 HBeAg-oTpunarenbHblii).
Bakuunauus nporus HBV He oGecrieunBaeT MOCTOSHHOM 3aIUTBI OT Pa3BUTHUS
¢ynemuHaTHOTO I'B Y HOBOPOXK/IEHHBIX WIIM Y IMMYHOOCTa0JIEHHBIX;

3) cunapom [xaHortu—KpocTu (Xapakrepusyercsl Hamysie3HbIM aKpoaep-
MaTUTOM JIMLA, KOHEYHOCTEH M SIOAMI), CONMPOBOXKAAEMBIN NHM(aneHonaTuei,
HaAOIOAeTCs y MIIQJICHIICB M JIETeH MIIAJIIero BO3pacTa ¢ OcTpoil mHQekuuei
HBY, y KOTOpBIX 3TO MOXXET OBITh €IUHCTBEHHBIM KIMHUYECKHM IPOSBICHUEM.
Cunnpom He sisiercs ciernduuHbM 1 ['B, mockonbKy oH MOXeT HaOII0aaThCs
U TIpU JPYTUX BUPYCHBIX HHPEKIHAX.

JKenmywnviti nepuod 1utcs 2—6 Henelb ¢ KoJIeOaHUSIMH OT HECKOJIIBKHUX
JHEH O HECKOJIIbKUX MECSIEB, XapaKTepU3yeTCs BBIPAXKEHHOCTbIO U CTOMKO-
CTBIO KJIMHHYECKHX CHMIITOMOB OOJIE3HH, KOTOPBIE HEPEIKO MMEIOT TeHACHLHUIO
K HapacTaHuto. XKenryxa AocTUraeT cBOero MakcuMyma k 2—3-il Henene Gones-
HH. COXpaHSIOTCs KaJo0bl Ha cnaboCTh, aHOPEKCHIO, TOLIHOTY, PBOTY. Pazmepsl
[EYECHHU yBEIUYEHbI, OTMEYAeTCsl OOJIE3HEHHOCTh €€ NpU Najibnanuu. B nepude-
pHYECKON KPOBH B OCTPOM TEpHOAE HAONONAETCs JICHKONICHUS, OTHOCHUTEIBbHBIN
TUMQOIUTO3, BO3MOXHA IJIa3MaTH4YecKast 1 MOHouuTapHas peakiuu. COJ B ne-
PHO/Ie YMEHBIICHUS KEITYXH MOXKET yBeIHuUBaThcs 10 18—24 Mm/4ac. YpoBeHb
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OunpyOrHa KpoBH Ha 2—3-i1 Henene KenTyxu 0Oojiee BBICOK, YeM Ha IMEpBOM.
Habmronarorcst Bce cuHapoMbl nopaxkeHus nedenu (npui. 1). Hapymenue Genko-
BO-CHHTETHYECKOH (PyHKIMH MeUeHN — BayKHBIN ITOKA3aTeNb TSHKECTH OO0Ie3HN.

Ilepuoo pexonsanecyenyuu — Gonee anuresneH, yeM npu ['A. HaGmonaercs
MEUICHHOE HCYE3HOBEHHE KIMHHMKO-OMOXMMHYECKHX CHMIITOMOB 3a00ieBaHus.
Ocrtpsiii ['B nposiBisieTcss OCTphIM BOCHAJICHUEM NEYEHU U TeNaToLeIUIIONSIPHBIM
HEKpo30M ¢ ypoBHeM JseranbHocTu 0,5-1 % 1, Kak npaBuiio, 3aBeplIaeTcs CIOH-
TaHHBIM BbI3/IOpOBJICHHUEM 0€3 JICUeHHUSI.

Xponuyeckasi undgexuusi. borsmuncTeo gereit ¢ XI'B pactyt u pa3BuBa-
[0TCsl HOpMalibHO. HekoTopeie eTn oTMeqaroT JUCKOM(OPT B 001aCTH BEPXHETO
KBaJpaHTa crpaBa u ycTasocTs. XI'B mHOTIA CBA3aH C BHENEUYEHOYHBIMH MPOSB-
JICHUSIMH, BKIIIOYAs MOJIMAPTEPUUT HOAO3HBIN U ITIOMEpYIIOHEe(hPONaTHIO, TOCIIe-
Hsisl HaOJrOZIaeTCs, TIIaBHBIM 00pa3oM, y nereil. Mudexius HBV MoxeT BbI3bIBaTH
Kak MeMOpaHHYI0 Hedponaruio, Tak H, pexe, MeMOpaHonponnuepaTuBHBINA IJI0-
MepynoHepuT. TunaHbIe NPOsIBICHUS — HedpoTHYEeCKast MPoTenHypHst. OKoIo
30-60 % nereit ¢ XI'B 1 MmemOpaHOo3HOI Hedpomnarueil noaBepraroTcs CIOHTaH-
HOW pemuccuu, OOBIYHO B COYETaHUM ¢ cepokoHBepcueit HBeAg u mosiBieHnem
aHTUTeN K aHTureHy. Yacrora memOpaHo3HOW Hedponaruu, cBazaHHoi ¢ HBYV,
CHIDKAETCA IO Mepe yBEIWUYESHIsI ToKazaTenel BakuuHamu npotus HBV.

EcrectBennoe teuenne XI'B y nereil BappupyeT B 3aBUCIMOCTH OT BO3pacTa,
crocoba 3apakeHUst ¥ STHUUSCKONW NPHHAUISKHOCTH. DTH Pa3iINyMs, BEPOSTHO,
00yCIIOBIICHBI UMMYHHOH TOJIEPAHTHOCTBIO, KOTOPasi pa3BUBAETCS MPH 3apaKEHUH
B paHHEM Bo3pacTe. TOUHbIC MEXaHU3Mbl Pa3BUTHsI MMMYHHOM TOJIEPaHTHOCTHU He-
HU3BECTHBI. Tak, AeTH ¢ nepuHarajibHO npuodpereHHbIM HBV 00b14HO ocTaroTcs
HBeAg-nonoxurensHpIMU 1 UMEIOT BBICOKHH ypoBeHb BH, koTopbIil MoXxeT co-
XpaHATHCS B TEUEHHE MHOTHUX JIET WJIH J]aXKe AECATHUIICTHH, XOTS THCTOJIOTHYECKUe
W3MEHEHUs MaJIO BBIpaXKEHBI. JIeTH, y KOTOPBIX CEPOKOHBEPCHSI IPOUCXOAUT CIIOH-
TaHHO, KaK IpaBUJIO0, UMEIOT Oosiee BbIcOKUe ypoBHU ANIAT B paHHEM BO3pacTe 1o
CPaBHEHMIO C TEMH, Y KOTO CEPOKOHBEPCHI HE IIPOUCXOAUT crioHTaHHO. Hanporus,
neru ¢ ungexuueir HBV, xotopas He Obuta nmpuoOpereHa nepuHaTaabHO (Harpu-
Mep, T€, KTO POJHJICS B HEIHJIEMUUYHBIX CTPaHaX M KOTOpbIE 3apa3iIuCh IIapeHTe-
paJIbHBIM IyTE€M), C OONbLIEH BEPOATHOCTHIO OYHUILAIOT CHIBOPOTKY oT HBeAg u
JHK HBV B Teuenue nepBbIX AByX ACCITHICTHH KU3HU.

Da3zvt xponuueckozo zenamuma B. EBponeiickas acconuanys o n3y4eHHIo
neuenn (EASL) xnmaccuduuupyer XI'B Ha ocHoBanuu oOHapyxenuss HBeAg.
JIvuna ¢ nepuHaranbHO NpuoOpeTeHHbBIM XI'B 00BIYHO BXOIAT B uMMyHOmONe-
panmuyio ¢azy, U3 KOTOPOH OHU HEPEXOAAT B UMMYHOAKMUBHYIO a3y Y 3aTEM B
HEaKTHBHOE XpoHH4ecKoe cocTosinne HBV nnu, nHOTNa, K CIIOHTAaHHOMY O4YHIIIe-
HUIO OT WH(EKIIMH, YTO MPECTABICHO B PUIL. 2 ¥ Ha puC. 3.
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Puc. 3. Xapakrepuctuka ¢a3 XI'B

Bpemst 3T0ro mporpeccupoBaHUs BAPbUPYET MEMKIY JIFOABMU, U TKECTh HO-
paxXeHHs TIEYCHU MOXKET 3aBUCETH OT NPOIOIKUTEIFHOCTH MIMMYHOAKTUBHOH (ha3bl.
Xot4 (a3l onpeneIsroTes Ta00PaTOPHBIMU JAHHBIMH, COYCTAHUE PE3YIIETATOB JUL
HEKOTOPBIX MAllMEeHTOB MOXET He T0NaJjaTh B OJHY Kareroputo. bosee Toro, HeKoTo-
Ppble NaLUEHThI MOTYT OBICTPO IIPOrPECCUPOBATh UEPE3 OHY HIIM HECKOJIBKO U3 ITUX
(a3, M0ITOMY K)KABIH IIAT MOKET OBITH KIIMHUYECKU HE OUYCBUIHBIM.

HUmmynomonepanmnas ¢haza XapakTepusyeTcsi HOPMAIbHOM MM Cllerka
MOBBIIICHHOH aKTHBHOCTBIO CchbIBOpOTOUHOM ANAT (< 1,5 oT BepxHero mpenena
HOPMBI) U Ipu3HakaMu akTuBHOH permnukauuu HBV (DNA HBV > 20 tbIC. MeX-
nmyHaponubix exuaul] (ME/mit win 10° xormuit/min)). Jlaboparopro metogom MDA
onpeaenstorca HBsAg u HBeAg B kpoBu. ManeHbkue J€TU ¢ BEPTHKAIBHO IIe-
penaromumcs 3a00JIeBaHUEM OOBIYHO BXOIST B 3Ty a3y, KOTopasi mpoJoIDKaeTcs
B TEUCHUE MECSALEB, JET WIU AaXe NCCATUICTHH, IPeXae YeM BOUTH B UMMYHO-
aKTHBHYIO (ha3y. JleueHne manueHToB B 3TOH (aze He PeKOMEHIYETCs, TIOCKOIbKY
HALUEHTBl BPsAJ 11 OTPEArupyloT, a JICUCHUE aHAJIOraMHU HYKJICO3UI0B WK Hy-
KJICOTHJIOB MOXKET BbI3BATh JICKAPCTBEHHYIO YCTOHUMBOCTD U J1a)Ke MEPEKPECTHYIO
YCTOMYUBOCTb K HOBBIM IIpenaparaM. Hopmanbhblil auanaszon yposreil AnAT Ba-
PBHUPYET B 3aBUCHMOCTH OT I0Ja y AeTei M HOpM Jabopatopuu. Jns npuHATHS
peuienuii o neueHuu XI'B KOHCEHCYCHOE PYKOBOJICTBO IpeJJlaraeT UCI0JIb30BaTh
noporoBoe 3HaueHue AnAT < 25 En/n s neBodek u < 35 En/n ans MaibankoB
JUISL COOTBETCTBUS PEKOMEHAALMAM AJIsl B3POCIbIX, XOTS UCTUHHBIA HOPMAaIbHbIH
nmuana3oH Uit ATAT MoxeT ObITh HeCKONIBKO HIbke. 3HaueHus: ANAT Taroke cie-
JlyeT UHTEePIPETUPOBATh B KOHTEKCTE MPEAbLIYIINX pe3yabraroB ANAT nanueHTa.
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Hmmynoaxmuenwiii, HBeAg-nonoxcumenvuwiti I'B. Ota (aza xapakrepu-
3yeTcsl NOBBIIIEHHOW aKTHBHOCTBIO ChIBOpOTOYHON AJNAT, uto B 1,5 pa3a Bbliue
BEpXHEW rpaHullbl HOPMbI, U akTUBHOM perunkanueit HBV (JJHK HBV o6br4HO
> 20 teic. ME/Mut wim 10° kormii/mun) (Ta6i. 1). HBsAg u HBeAg nonoKuTenbHbI.
ITopor AnAT, ucnosib3yeMblil sl ONpeAenacHus 3TOH (a3bl, U, CIEI0BATEILHO,
KaK KpUTEpH JJIsl JICYCHHUS, HE YCTAHOBIICH, HO PEKOMEH]IYyeTCs UCIIOJIb30BaHUE
nopora AnAT > 45 EJI/n (uto B 1,5 pa3a Bblllie BepXHEH TpaHUIbl HOPMBI B 0OJTb-
MHCTBE 1aboparopuil). beuau npennoxensl 0onee HU3kue noporu AnAT, Ho 3TOT
MOAXOM ¢ OOJIbIIEeH BEPOSITHOCTHIO MPHUBEAET K MeHee d()(EKTHBHOMY JICUCHHIO
JeTeil B UIMMYHOTosIepaHTHOH ¢ase. [lanneHTsl B 3T0i (haze 4acTo OYMIAOTCS OT
HBeAg u nepexoasT B HEaKTUBHYIO XpoHH4ecKyto (asy HBV; ato moxeT npou-
30MTH CIIOHTAHHO MJIM B OTBET Ha jieueHue. Jletu Ha 3Toi craaun nndexuu HBV,
Yy KOTOPBIX HE MPOHCXOIUT CroHTaHHOro ounmierus or HBeAg B Teuenne He-
CKOJIIBKHX MECSLEB, IOIBEPXKEHbI PUCKY IIPOIPECCUPYIOLIETO 3a001€BaHUs IEUEHU
U, BEPOATHO, moiy4ar 3gdekrt ot nedeHus. CriontanHoe ouniieHue or HBeAg B
paHHEM BO3PacTe MEHEE BEPOSITHO AJIsSl MALUEHTOB ¢ FeHOoTUnoM C IO CpaBHEHUIO
C JIpyTUMH T'€HOTHIIaMH, XOTSI TeHOTUIIMPOBAaHUE HE SBIISETCS YaCThIO PYTUHHOU
KIIMHUYECKOM JMarHOCTHKH.

Heaxmuenuwiti xponuyeckuit I'B. Dta (haza, MHOrIA Ha3bIBaeMasi JIATCHT-
HOW, HEpeIUIMKaTUBHON (a3ol, WIM HOCUTEIbCTBOM, XapaKTEpU3YeTCsl HOp-
MQJIbHBIMH YPOBHSMM aKTMBHOCTHU CBIBOPOTOUHBIX AJAT ¥ HU3KUMH WU
HeonpenensieMbiMu yposHamMu HBV. HBsAg — nonoxurensHslil, a HBeAg —
orpunarenabHbiid. Jlo 20 % nanueHToB UMEIOT OJHY HJIM HECKOJIBKO peBEepCHil B
HBeAg-nonoxuTenbHy0 UIMMyHOAKTUBHYIO (asy u or 20 1o 30 % peakTuBupy-
torcst B HBeAg-orpunarensusiit HBV, kotopsiil onucan Hibke. OTH peakTUBALUU
MOT'YT IPOM30HTH B 11000€ BpeMsl, I03TOMY HEOOXOIUM PErYISApHbIH MOHUTOPHHL.
ITanmenTs! kak ¢ HeakTuBHBIM XI'B, Tak u ¢ peaktuBupoBanHsiM XI'B ocTtarorcs
B Ipyme pucka ocioxHeHuil I'B, takux xax I'LIK.

Hmmynoaxmuenwiii, HBeAg-ompuyamenvuwiti I'B (peaxmusayus). Cpenn
nanueHToB ¢ HeakTuBHbIM XI'B y 20-30 % nabmonaerca HBeAg-orpunarenbHas
WMMYHHas peakTuBauus, n3BecTHass kak HBeAg-orpunarensusiii XI'B wmum
HBeAg-orpunarensHas peruinkaruBHas (asza. Ota (asza xapaxrepusyercs: pes-
KuM yBenuueHneM ypoBHs BupycHod JTHK (o6brano > 2 teic. ME/MN), a ypo-
BeHb AAT HopMmanbHbII uiu nossliieH, HO HBeAg octaercs HeonpenensieMbIM.
Y GonpUIMHCTBA 3TUX MAIMEHTOB eCcTh BapuaHThl HBV ¢ MyTanusMu npekopoBoro
Uy KopoBoro mnpomoropa. Ilanuentst B 3T0# (asze, kak MpaBuio, UMEIOT Oosee
BUPYJICHTHOE 3a00/I€BaHUe NIEUCHH, HX CIIEAYeT KOHTPOJIMPOBATh HA IPEeaMET Oc-
JIO)KHEHU, 1 MOXET ObITh Ha3HauU€Ha IPOTUBOBUPYCHAS TEPAIIHs.

Hsneuennwiti I'B (ympama HBsAg). CyuiecTByeT HEOOINBIIOE YUCIO TAaIH-
€HTOB, Y KOTOpBIX OcTeneHHO ucde3aeT HBsAg. Exeronnas ckopocTb 3TOro Ie-
pexoza, BeposTHO, cocTaBisieT okoiio 1 % B momynsanusx, B kotopeix HBV npu-
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oOpereH nepuHaranbHo. XoTs HBV Bce ele mpucyTcTByeT B renaroluTax, 3TH
HALMEHTBl PEIKO BO3BpallaloTcs K akTuBHOU uHpexiuu HBV. Puck nporpeccu-
pyro1ero 3a00eBaHus IEIEHH HU30K, HO OHU OCTAIOTCS B TPYIIIIE PUCKA TI0 rema-
TOLIECJUTIONIIPHOM KapLIMHOME U HAaOJIOIEHUE ONPABIAHO.

Ilpozpeccuposanue 6 yuppo3. Lluppo3 nHOrAa pa3BUBacTCA B JETCTBE Y JIMIL
¢ XI'B. Jletu ¢ nuppo30oM IOpH 3TOM, KaK [IOKa3alu UCCIEN0BaHUs, UMEIOT Oonee
BBICOKYIO PacHpOCTpaHeHHOCTh MH(peKIuK, Bbi3BaHHOW HDYV, u wame monsep-
rajluch MEPEeTUBAHUAM KPOBH, YTO MO3BOJISET MPEANONOKUTh, YTO KOMH(EKIUSI
HDV unu HCV moria criocoGCTBOBaTh MPOrpecCHpPOBaHUIO 3a00I€BaHUS Y HEKO-
TOPBIX AeTeil. XOTs UPPO3 HETUITUYEH ISl IETCKOTO BO3PacTa, pa3BUTHE YMEPEH-
HOTO MJIH TSDKENoro ¢pudpo3a BCTpeUaeTcsi OTHOCUTEIBHO YacTo. MHOTHE JTIonu
¢ nepuHaraibHO npuodpeTeHHbIM XI'B nonBepeHbl pUCKy pa3BUTHSA LUPPO3a B
JIOJITOCPOYHOM mepcrekTuBe. PUck BhIe cpeau Wil U3 PaioHOB, SHAEMHYHBIX
o uHpexkuun HBV, GonbIIMHCTBO M3 KOTOPBIX NMPHOOpETaroT 3a00ieBaHue Ie-
pHUHATANIBHO, a Takke cpean Jul ¢ kouHpekmsamu HCV, HDV unun BUY u cpe-
1 nuy ¢ reHotunioM HBV C. Y nun, 3m0ynoTpetisiomux aakorojaeM, BEposTHO,
YCKOpsIETCSI TIporpeccupoBanne 3aboneBaHus. MyXUMHBI Takke MMEIOT Oolee
BbICOKHMI1 puck obocrpenuit HBV, nupposa u I'lIK no cpaBHeHUIo C >KeHIMHA-
M. JI71s OLEHKH TSDKECTH LUPPO3a Yalle UCIIONb3yeTcs KIacCH(DUKALUS TSHKECTH
uupposa nedeHu no Yaiina—IIsto umu no Yaiina—Typror—IIsto (anmi. Child-Pugh,
Child-Turcotte, Child—Turcotte—Pugh, nnoraa Child—Paquet) (nput. 3). B pazubix
HCTOYHHMKAX UMEIOTCS HEOOJbIINE OTIIMYHS 110 TPAHULIAM [TapaMETPOB, BEPOSTHO-
CTH BBKUBAEMOCTH U JIP.

I'enaronenaonsipuas kapuunoma (I'IIK) y nmerelt u B3pocibIX € HH-
¢exueir HBV Obuia onucana kak B a3MaTCKOM, TaK W B 3alaJIHON TOMYJISIIUH.
VY B3pocCIbIX ¢ epuHaTanbHO npuodpereHHsiM HBV oHa pa3BuBaeTcs co CKOpo-
CTBIO IPUONU3UTENEHO 5 % 3a necarunerue. PUCK CBA3aH ¢ IPOIOIKUTEIHHOCTHIO
3a00J1€BaHMsl, CTEIIEHBIO THCTOJIOTMYECKOTO TIOBPEXICHUS U PEIUTUKAaTUBHBIM CO-
crosiaueM Bupyca (ypoBusimu JITHK HBV). Puck Bbllie y manueHTOB, KOTOPBIE
sBisitoTcs HBeAg-mo3uTHBHBIMU B T€UEHHUE JJTUTEIBHOIO IEPHOJIa BPEMEHH U Y
MAMEHTOB C MPEKOPOBBIMU MYTalMsAMH. PucK ermie Gonblie yBeIMIMBAeTCS NPU
HaJIUYuM 1upposa unu conyrcrBytomei undexnun HCV unu BUY. I'IIK 6bu1a
ONHCaHa y JeTeHd, KOTOphle MOABEpIIHNCh paHHeW cepokoHBepcuun HBeAg, uto
yKa3bIBaeT Ha To, uTo puck ['TIK Bce ele cyecTByeT Aaxe MOCIe MIPeKpalleHus
BUPYCHOM peluiMkauuu. B cBs3u ¢ 3TUMHM puUCKaMH PEKOMEH]yeTCsl IPOBOAUTH
HaOmonenue 3a nauentamu ¢ I'TIK Ha Beex cragusx unpexuuu HBV, Britouas
TeX, Y KOro Mpou30liia cepokoHBepeus (mpespaiienne B HBeAg-orpunarensHeii
craryc) ubo CIIOHTAaHHO, MO0 mocie ycnemHoro Jeyenus. I'enorun HBV mo-
ket BiusATh Ha pa3Butue ['LIK y neteii nnaue, uem y monoasix moneid. B TaiiBane
6onbiuncTBO Aeteit ¢ I'TIK u XI'B umetor renorun HBV B, B To Bpemst kak 0ob-
IIMHCTBO UCCIEA0BaHUN cpenn mononbix moaer ¢ XI'B mokassiBatot cBs3p 'K
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¢ rerorunioM HBV C. BceoOuias BakiHanus aeteil npuBesia K 3HaYUTEIbHOMY
cHixeHuto 3aboneBaeMocTy ['TIK B 3HA€MHYHBIX cTpaHax. JlonrocpouHsle uccie-
JIOBaHUsI MOATBEPIMIIN 3TOT BBIBOJ.

JlaGoparopHasi nuarnoctTuka I'B. HBsAg BbIABIISETCS KaK IPU OCTPOM, TaKk
Y IIPY XPOHUYECKOM HH(EKLINH, HOSBISETCS B IO3IHEM HHKYOAILIMOHHOM ITEPUOJE,
CBUJIETENILCTBYET O MPOIODKAIOIICHCS HHPEKIMN U SBIISETCS OCHOBHBIM Mapke-
pom I'B, ykaspiBarouumM Ha Hamu4Iue HHQEKIMH. DTO EPBbIH UMMYHOJIOTHYECKUN
Mapkep MH(EKLIUH, B OOJIBIIMHCTBE CIIy4aeB MOSBIAETCS B CHIBOPOTKE B MHKYOa-
IIMOHHOM IE€PUOJIE — 3a HECKOJIbKO HEZENb JI0 Havyajla KIMHUYECKUX IPOsBIECHUMN
(xentyxu). IIpu octpom TeueHunu renaruta HBSAg BhIsBIIsieTCS B KPOBU B TEUEHHUE
5-6 (uame 1-4) mecsueB. O6Hapyxenue HBsAg B kpoBu Oosee 6 MecsIeB mocie
Hayana OOJIe3HH yKa3blBaeT Ha BO3MOXKHYIO XpOHHU3alMIO Hpouecca. IIpumepHo
5-10 % B3pocubix U 90 % HOBOpPOXKIEHHBIX HE MOTYT 3IMMHUHHPOBATH BUPYC
rociie 3a00JIeBaHUs U CTAHOBATCS XPOHUYECKMMHU NOXU3HEHHBIMH HOCHUTEISMU
HBsAg (panee — 3nopoBoe HocutenbcTBo HBsAg). Tect Ha HBsAg ocraercs no-
JIOXKUTENLHBIM, 1aXKe Korja ypoBeHb BH cHukaeTcs 10 HeonpenensieMoro ypoBHsi.
Konuenrpauus HBsAg BapbupyeT B 3aBUCUMOCTH OT (a3bl 3a00JIeBaHUS, UMEET
Oosee BHICOKMH YPOBEHb B IIEpHOJ akTUBHOW perunkaiuu (HBeAg+), uto nenaer
TECT Ha JTaHHBIH MapKep BaKHBIM IIPH MOHUTOPUHTE JIeueHus (YKa3bIBaeT Ha PUCK
peunarBa rnocie npexpaineHus npuema Hykineo3(t)unos — NUC), it nporHosu-
pOBaHus porpeccupoBanus 3adoneBanus u pucka passutus ['LIK. Konnenrpanus
HBsAg < 1000 ME/Mn MoxeT yka3blBaTh Ha (pyHKLIMOHAIBHOE H3JIeueHHe. BaxkHO
MIOMHHUTB, YTO KolmnuecTBeHHOe omnpeneienne HBsAg ne 3amensieT onpenenenue
DNA HBV 1 J0/KHO UHTEPIPETUPOBATLCSI COBMECTHO € APYyTMMU MapKepaMu Ha
Pa3HbIX KIMHUYECKHX cTaausax nHdekun. CieayeT yIuThIBaTh, YTO P CKPBITOH
(oxkynbTHOH) nHpexknuu HBSAg He onpenensercs, HECMOTpPS Ha INEPCUCTEHIIUIO
cccDNA HBY, uTo 00BIYHO CYMTAETCSI CICACTBUEM TO/IABJICHUS PEILIMKAIIMN BHU-
pyca ¥ 3KCIPECCHH I'€HOB, BBI3BAHHOTO 3MUTEHETUYECKMMU MEXaHU3MaMH W/ WIN
MMMYHHBIM KOHTPOJIEM XO3fMHA. Y HEKOTOPBIX ManueHToB orcyTrcTBrue HBsAg
B CBIBOPOTKE MOXKET OBITh CBA3aHO C MHPHULIMPOBAHUEM I'€HETHUYECKHMHU BapHaH-
tamu HBV, Hecymumu MyTaiuu Ha ypoBHE I'eHa S, YTO MPHBOAUT K BhIpAOOTKE
monuduuupoBanHoro HBsAg, kotopslii He 00HapYKHUBaeTCs JlaXke YyBCTBUTEIb-
HBIMH, KOMMEPYECKH JOCTYTHBIMH aHaI13aMu. BpeMeHHsblit (00b1uHO 10 14 qHei)
MOJIOKUTENBHBIN TecT Ha HBsAg MoxeT HaOmonarses mocie BaKIMHAIUK IPOTHUB
HBYV. briio nmokazano, 4To manyueHThl, HAXOASIIUECS Ha THANN3€E, MPEACTABISIOT
co0oii rpynmy HaceaeHus, B KOTOPOH yalle BCEro BO3HUKAIOT IOJI0XKUTENbHBIE Pe-
3ynbratel HBsAg, BeI3BaHHBIE BaKIIMHAIHEH.

HBeAg nupkynupyert B coueTanuu ¢ HBsAg y manueHToB ¢ 0CTpbIM UIIH XPO-
HuueckuM ['B, cBUImeTenbcTByeT 00 aKTUBHOW pEIUIMKAIlMKM BHpyca. BeIcTymaeT
MapKepoM akTHBHOH peruikauuun HBV B neuenu u BriepBble MOSBISAETCS MOCIIE
JHK HBV u HBsAg. Ero npucyrcTBue nimurcs B TedeHue 2—3 Henlemb, a 3aTeM OH
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CTaHOBHTCS HeomnpeneasieMbiM. OTpunarenbHblil pe3ynsrar HBeAg moxeT yka3si-
BaTh HAa PAHHIOIO OCTPYIO MH(EKLUIO 10 IHKa PEITUKALMY BUPYCa WU BBI3AOPOB-
JIeHHe, Korja KoHueHTpanus HBeAg cHikaeTcss Huxe 00HapyKHBaeMOTO YPOBHSI.

HBeAg-nerarupHas uHbeKIUS MMeeT O1aronpusTHbIN JOIr0CPOYHbIN Ipo-
THO3 C HU3KUM puUCKOM pa3sutus 1upposa nedenn u ['IIK. EBponeiickas acco-
uayst no uzydenuto nedeHu (EASL) knaccudunupyer XI'B Ha ocHOBaHuM 00-
Hapyxenuss HBeAg. CepokonBepcus anturen/antureno HBe (HBeAg/ anti-HBe)
Mmapkupyet nepexon ot HBeAg(+) daspt XI'B k HBeAg(-) dazet XI'B u moxer
OBITH UCTIOIB30BaHA B KA9€CTBE HHAMKATOPA BUPYCOJIOTHYECKOTO OTBETA MIPH JIe-
yeHuH nanueHToB ¢ XI'B.

Anti-HBe BbIsIBISIOTCS MO0 y nanueHToB ¢ ['B B ocTpom nepuoze Hapsity
¢ HBsAg u IgM HBc, 160 B nepuone pekoHBaneclueHuuy sMecte ¢ anti -HBs u
IgG- HBc, a takxe y nanuenToB ¢ XI'B. Jlns Gonee netanbHON XapaKTEPUCTHKU
I'B-undexnuu, nomumo HBsAg, HBeAg, DNA HBV u anti-HBe, xak mapkepa
uHpUIKUpoBaHus MOkHO paccmarpuBath [gM -HBc, IgG-HBc, cpenn xotopbix
Haubonee ynobeH tect anti-HBc Ig total.

IgM-HBc (paHHUE aHTUTENA K CEPALICBUHHOMY aHTUT'€HY BHPYCa) ONPECIIsi-
torcsty 100 % nanumentos ¢ octpsim I'B, y 30—50 % ¢ XI'B. JlanHbIii Mapkep oTpa-
KaeT aKTUBHOCTbH PEIUTHKALIMY BUPyca M HH(EKIIMOHHOTO IpoLecca. DTH aHTUTe-
JIa COXPaHSIIOTCS B TedeHUe 4—6 MecALeB NocIe EPEHECEHHON 0cTpoll uHdeKuu
1 CBUICTENBCTBYIOT 00 aKTUBHOCTH XPOHHUYECKOH.

1gG-HBc nosBistores npu octpoM I'B B nepuon panHel pekoHBaleCLEHIUN
U COXPaHSIOTCS Moku3HeHHo. Jnutonsl HBcAg — Momiable HNMMYHOT€HBI, CIIO-
coOHbBIE HHIYIIUPOBATh KJIETOUHBIN U I'YMOPaJIbHbII MMMYHHBIH OTBET, IPOSIBIISIO-
uuiics B mponndepanuu T-KiIeTok U BeipaboTke anti-HBc Bo Bpems ecTecTBeHHO#
uHdexuu HBV. Onu 06HapyKUBalOTCS B CBIBOPOTKE KPOBH BCKOPE Mocie 00Ha-
pyxenust HBsAg u moryT coxpansTscs HenpepbIBHO B Tederne 10-20 neT nin Ha
IPOTSLKEHUM Beel KU3HU. DTO MHCTBEHHBIN MapKep, IPUCYTCTBYIOIIMI Ha BCEX
cTagusax xponmdeckoit ek HBV, on monoxurened nouru y 100 % xpoHu-
4ecKU MH(QUIMPOBAHHBIX MAlUEHTOB Uy 80—99 % muil co cKpbITON MH(EKIUEH.
OpHako anti-HBc MOryT MOCTOSIHHO MJIM NMEPUOAMYECKH OTCyTCTBOBaTh y HBV-
UH(UIUPOBAHHBIX JIULL C OCIA0IEHHBIM UMMYHUTETOM.

IIpuznano, yro komuuectBo anti-HBc (qAnti-HBc¢) nonoxutenbHo Kop-
PEIUPYET CO CTENEHbIO BOCHAIEHMS NEUEHU y paHee He MOJIy4aBIIUX JEUEHMs
nanueHToB ¢ XI'B u AnAT < 80 ME/n. Kpome Toro, 3ToT ypoBEeHb CHHIKACTCS
[IpU BOCHAJIEHUM NEYEHU BO BpeMs IPOTHUBOBUPYCHON TEpalmUU U IOIOKUTENb-
HO KOppEenupyeT co CTemeHbio (ubpo3a meueHu. B HEKOTOPHIX MCCIETOBAHUIX
n3ydanoch npuMmeHenue gAnti-HBc mis nuddepennmanuu ¢as3 3abonepanus,
[IPOTHO3MPOBAHUS TPOTUBOBUPYCHOM 3(P(EKTHUBHOCTH MNETHIMPOBAHHBIX HH-
tepdeponos-a (PegINF-a) 1 NUC, nporHo3upoBaHus peluanBa NOCIe OTMEHbI
Ipernapara 1 NpOrHo3upOBaHUS KIMHUYECKOTO MTPOTHO3a OCTPOI M XpOHUUECKOH
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MEYCHOYHON HENO0CTaTOYHOCTH. TOUHBI MEXaHU3M, MOMHMO NPOrHOCTHYECKOU
WU JMarHOCTHYECKOil 1ieHHocTH ypoBHS qAnti-HBc, Bce emie TpeOyeT BblsicHe-
nus. [IpusHano, yto ypoBeHb qAnti-HBc — cypporarHbiii Mapkep akKTHBHOCTH
HBV-cnemmduueckoro aganTUBHOr0O MMMyHHOro orsera. OJHAaKO aKTHBHPO-
BaHHBI MMMYHHBIH OTBET AEHCTBYET ABOSKO, IIOCKOJBKY B IIONBITKE YHHYTO-
JKUTh MH(EKIUIO OH BBI3BIBAET CEPHE3HOE MOBPENKIEHUE MeueHU. Bece 310 naer
gAnti-HBc BO3MOXHOCTHh pasznuuarh (a3bl MMMYHHOW aKTHUBAllMd BO BpEMsI
XPOHHYECKOH MH(EKIHUU ¥ MPOTHO3UPOBaTh nocienyonme pucku. Kpome toro,
B HBe-HeraruBHbIX (a3ax XpoHHUYECKOH MHPEKIMH KoIHndecTBeHHbII qAnti-HBc
MOXET CIIy>KUTh CyppOraTHbIM MapKepoM BHYTpHIleueHOUHOW Harpy3ku HBcAg
u cccDNA, mo3Bosisisi MOHATH OCTAaTOYHYIO BUPYCHYIO aKTUBHOCTB. [loka MHOTOE
BCE €l1Ie OCTAeTCs HESICHBIM U TeM 0oJiee Ha 3TOT MapKep HeJb3sl IoJIaraThCs Kak
Ha eUHBIA TUaTHOCTUYECKUH TeCT ISl PELIEHHs] BCEX BOIIPOCOB.

Anti-HBs k TIOBEpXHOCTHOMY aHTHUTEHY BUpPYyCa CBHAETEIHCTBYIOT O HaJH-
YUd UMMYHHUTETa. BBIABIAIOTCA B HepHoOl MO3IHEH PEKOHBAIECLECHIMH MOCHe
octporo I'B u coxpaHSIOTCS MOXU3HEHHO WIM MOCIE MMMYHH3AIMH BaKI[MHOH.
Tosinenue anti-HBs 00bIYHO MHTEPHPETHPYETCS KaK YKa3aHHE Ha BbI3IOPOBIIEC-
HHE W NPEAIOoIaraeT, YT0 UMMYHHasl CHCTeMa YCIIEIIHO BBIpaboTana 3alliTHBIE
antutena nporuB HBV, kotopsle MOryT obecneuuTs JOITrOCPOUHYIO 3alUTy OT
Bupyca. OiHaKo BbIsIBIeHUE aHTUTEN coBMecTHO ¢ HBSAg B cBoro ouepens cBuze-
TEJIbCTBYET O HeOIaronpusaTHOM TeueHun nHpekunu. Anti-HBs Takxe cexpeTupy-
FOTCS Y JIM1I, KOTOpbIe OBUIM YCHENIHO BakKIMHUpoBaHbl npotiB HBV, xoTs ypoBHM
anti-HBs MoryT co BpeMeHeM CHUKAThCs, IIpU IOBTOPHOM KoHTakTe ¢ HBV Goib-
LIMHCTBO U3 BaKIIMHUPOBAHHBIX BCE €Ie UMEIOT UMMYHUTeT. [lo coyeranuto onu-
CaHHBIX MapKEpPOB MOXHO COCTABUTh MPO(UiIb TeCTUpOBaHUS Ui TUPPEepeHIIU-
POBaHUS OCTPOH M XPOHUUECKOW MH(EKINH, YCTAHOBIEHHS CTaIuU 3a001eBaHUs
Y BBISBICHHS T€X MAIMEHTOB, KOTOPHIM MOXET OBITh IIOKAa3aHO JICYCHUE, HO IJIS
MOHHUTOPHHTA MIPOTPECCUPOBAHUS 3a00JICBaHMSI MIIN OTBETAa HA IPOTUBOBUPYCHOE
JiedeHre 9Toi nH(OpMaIy HEAOCTATOTHO.

JIHK HBV (DNA HBV) npeacraBisieT co00M NMprUMevaTeIbHbIH BUPYCOIOTH-
yeckuil Mapkep HHGULUUPOBaHUs opraHu3Ma uesoseka. AHanus DNA HBV moxer
OCYLIECTBIATHCS KaK Ka4e€CTBEHHO, TAK M KOJIMUECTBEHHO, YTO aeT BO3MOKHOCTD
DTyOOKOr0 MOHMMAaHUSI JUHAMUKY HH(eKuun. KauecTBeHHBIN aHamu3 M03BOJSET
BbLBUTH Hanuuue HBV B opranusme u OLEHUTh CTENEHb €r0 aKTUBHOCTH, XOTS
narueHTsl ¢ Heomnpeaensemoit JJTHK Bce emie MoryT ObITh 3apa3Hbl. B cBOrO oue-
penb, konuuecTBeHHoe onpeaenenue (BH) mo3ponsier naeHTHUIMPOBATh HHTEH-
CUBHOCTb PEILIMKALUH, OLUEHUTh 3()(HEKTHBHOCTH TEPAIMU MIIH JaXKe IPeacKa3aTh
BO3HUKHOBEHHE PE3UCTEHTHOCTH K aHTUBHPYCHBIM IpenaparaM. CHIDKEHHE KOH-
nentpauun DNA HBYV B kpoBu B Teuenne 3—6 MecsIeB mmocie Hadanxa Teparnuu
CIIy’)KUT WHAMKATOPOM 3(P(PEKTUBHOCTH MPOTHBOBUPYCHOTO JieueHHs. B ciryuae
OTCYTCTBHSI TAaKOTO CHIDKEHUS WK yBennueHus BH nHa done tepanuu tpebyercst
MEPECMOTP CXeMBI JiedeHus. MimeeTcs mpsimast CBA3b MeXAy KoHIeHTparueit DNA
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HBYV B kpoBu u ucxoznom octporo I'B. IIpn HH3KOM ypoBHE BUPEMHH BEPOSITHOCTH
nepexoja UHGEKIUU B XpOHUUECKYIO (hopMy HEBbICOKas, a Ipu Beicokoil BH xpo-
HU3alMsI BOSHUKAET JIOCTaTOYHO 4acTo, Jieas MalMeHTa MOTeHIIUaIbHbIM UCTOU-
HUKOM HH(EKIUU.

Juis nuarHoctuku octporo I'B HE0OXOIMMO MCKITIOUUTh TPaH3UTOPHOE Ha-
mune IgM HBc B nepuos! BHE3aIHOTo 000CTpeHus 001e3HHU y nanueHTos ¢ XI'B

(puc. 4).

OcTpast uHpexuus Xpouunyeckas uHpexkuus
AJAT
(N Ant-HBe
HBeAg i Anti-HBe
I
| .
evomA | =
| TgMantiHBE  19G anti-HBc . -
|/ S
1 HBV — MecsilbI roabl—

Puc. 4. Cxematndeckoe n300paXeHHE CEPONIOTHUECKUX PEaKIMii Ha OCTPYIO M XPOHHIECKYTO
nHpekuuo HBV u yposHeit ceiBoporounoit ATAT

Jlesas nanenv. Octpast HHPEKIUA N3HAYATBHO XapaKTePH3yeTCs HAHIHEM
HBeAg, HBsAg 1 DNA HBV, HaunHast ¢ goxmuHIYecKor (asbl. [gM-HBc moss-
JISFOTCS PaHO B KIIMHUYECKO# (ase, u ux coueranue ¢ HBsAg mo3Bonser auarHo-
CTUPOBATh OCTPYIO MH(EKLUIO. BEI3JOPOBIEHUE COPOBOXKAAETCS HOPMAIU3alU-
eit ceiBopotounoit AnAT, ncueznoennem DNA HBY, cepokonsepcueit HBeAg B
anti-HBe u Bnocneactsuu cepoxonsepcueit HBsAg B anti-HBs u nepexitoueHreM
¢ IgM Ha IgG anti-HBc. Takum oOpa3zom, npenpiaymas nadexuns HBV xapakre-
pusyercs HanuuueM anti-HBs u IgG HBc.

Ilpasas nanens. XpoHudeckass HHOEKIUS XapaKTePHU3YeTCsl COXPaHEHHEM
HBeAg (B Teuenue pasnuunoro nepuoga), HBsAg u DNA HBV B kpoBoToOKe; anti-
HBs ne o6HapyxwuBaercs (mpuMepHo y 20 % mauueHToB MOXHO OOHAPYKUThH He-
Helrpanusyromyto dpopmy anti-HBs). Coxpanenue HBsAg B Teuenue 6onee 6 Me-
CsIIIeB MOCIe OCTPOil MHPEKINN CYUTACTCS TPH3HAKOM XPOHUUECKOH HHPEKIHH.

Ilo codyeraHulo OMHCAaHHBIX MAapKEPOB MOXHO COCTAaBUTh MPO(UIb TECTU-
poBanust ast AudhepeHIMPOBaHUS OCTPOH U XPOHUYECKOM MH(PEKIUH, YCTAHOB-
JIeHUsI cTaAuy 3a001€BaHUs U BBIABICHUS TeX MAlMEHTOB, KOTOPHIM MOXKET ObITh
MOKa3aHo JIeYeHHe, HO AT MOHHTOPHHTA NPOTPECCHPOBAaHMS 3a00NEBaHMS HIIH
OTBETa Ha IPOTUBOBUPYCHOE JeUeHHE 3TOI nHpOpMau HEAOCTATOUHO.

OcnoBHast mpo6iema XI'B cBsi3aHa ¢ TeM, YTO KOBAJICHTHO 3aMKHYTasl KOJIb-
nesast JIHK (cccDNA), npucyTcTByromas B siipax MHOUIUPOBAHHBIX I'eNaTOLU-
TOB, HE MOXET OBITh yHaJleHa, TOITOMY Ba)KHO ONPECIUTh €€ KOIMIECTBO M aK-
TUBHOCTb. JIJI1 Takoro uccieqoBaHust TpeOyeTcsl MHBa3UBHBIN TeCcT — Ouomncus
nedeHn. OnHAKO y Hee UMeeTcs Tak’ke MHOro HefocTaTkoB. [Ipu 6morncun mede-
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HU OepyT TOIBKO HEOOJBIIOH yyacTok neueHu, a HBV pacnpenensiercs B nedeHu
HEPaBHOMEPHO, MCIOJIb3yeMbIE METOZbl aMIUTU(PHUKALUN HYKJIECHMHOBBIX KHCIOT
JUISL KOJIMYIeCTBEHHOTOo omnpenenennsi cccDNA B Guonrare HEIOCTAaTOYHO TOYHBI,
K TOMY € TAaKO€ MCCIEJOBAaHUE TPYIHONOCTYIHO. «MaeanbHble» GHOMapKepbl
JOJDKHBI OBITH IPOTHOCTUYECKUMH (BUAMMBIMH Ha PaHHUX CTAAMSAX U YKa3bIBaTh
Ha KJIMHUYECKUH pe3ynbTar), BICOKOCIEIN(UUYHBIMU U YyBCTBUTEIbHBIMU, HE3a-
BUCHMBIMH OT (cyO)reHotuna HBV, koppeiaupyrommuMu ¢ akTHBHOCTBIO M TSDKE-
CTbIO 3a00JI€BaHUs, OTPAXKAIOMIUMH YCTOHYHUBbINA BUPYCHBII KOHTPOIIb, BOCIPOU3-
BOANMBIMH, HEMHBA3UBHBIMH U JJOCTYITHBIMH, OBICTPBIMH 1 9())EKTHBHBIMH.

Aoepuvrii aumueen HBV (HBcrAg core-related antigen) — OfUH U3 HOBBIX
OrOMapKepoB, KOTOPBIH UrpaeT BaxkHYIO poiib pu XI'B, MOCKONBKY OH KOppelu-
pyer ¢ coiBopoTtounoii JJTHK (DNA HBV) u cccDNA. HBcrAg cocrout u3 tpex
MPOAYKTOB reHa precore/core: HBcAg — BHyTpeHHHUE Oeslok BHpHOHA, 00pasy-
IOLIMI HYKJIGOKAIICHL, OKpYy>xatomuii BupycHyto JIHK; p22cr — npexopoBslii Oe-
nok maccoit 22 x/la, mpucyrcrByromuii B JIHK-oTpumarenbHbIX MyCTHIX YaCTHIIAX
Jeitna. HBeAg — nupKynupyromuii nenTu, noxy4eHHbIH U3 IpeKopoBoro Oen-
Ka IyTeM IPOTEOJIN3a U CEKPETHPYEeMBIH remaronuramMu. Bee Tpu Oenka nMeoT
UAECHTUYHYIO [OCIEA0BATENbHOCTh U3 149 aMHHOKHUCIOT, KOTOPYIO C IOMOILBIO
ceponoruueckoro tectupoBanusi HBcAg, p22cr u HBeAg moxHO ompenenuth
xak HBcrAg. HccnenoBanus mokasblBaroT, uyTo ypoBHUM HBcCrAg B ChIBOPOTKE
otpaxarot ypoBeHb cccDNA B remaronurax kak y HBeAg-nonoxxurensHbIx, Tak
un 'y HBeAg-HeratuBHbIx nanuenToB. HBerAg oOHapy:KUBalOT Ha BCEX KIMHHYE-
ckux ctanusax XI'B, HO ero ypoBHHM 3HAYUTENBHO Pa3IMYAIOTCs HA Pa3HBIX CTa-
musix uHexkunn HBV. Jlaxke y manueHToB, TOCTUTIIUX «(QYHKIIMOHAIBHOTO U3-
nedeHus» ¢ Heompenensiemor ceiBoporouHoii DNA HBV u HBsAg, Bo3MoxHBI
BrnocnencTsun peakrusanysa HBV, pazsutue nupposa neuenu u I'LK. Ilokaszano,
YTO B OTHENBHBIX CIIydasx YKe Mocie «(YHKIHOHAIFHOTO M3JICUCHHUS» B CHIBO-
poTke Bce ewle obHapyxuBarorcss HBerAg. M XoTs nporaoctudeckasl 3HauuMOCTh
onpeneneHus HBcrAg TpeOyeT HONONHUTENBHOTO MCCICIOBAHHUS M apryMEHTa-
LMY, OYEBUJIHO, YTO JUINTENIbHBII MOHUTOPHUHT 32 HBCrAg-nonoxureiabHbIMU U
HBcrAg-orpunarenpHpIMi TaLMEHTaMH TO3BOJIUT YIYYIIUTh POrHO3UPOBAHUE
U TIOBIIMATH Ha ucxoasl I'B.

Ilpecenomnas PHK (pgRNA) nipencrasisier co0Oi MPOMYKT MPSIMOM TpaHC-
xpunuuu cccDNA HBV, BbICTynaeT IpoMeXyTOYHBIM IPOAYKTOM, UIPAET Bax-
HYIO POJIb B aMIUTU(UKALINY ¥ PETIIMKALIMY BUPYCHOTO TeHoMa. B mocneiaue rogst
65110 OATBEPKAEHO, uTo pgRNA HBV B cHIBOpPOTKE 00pa3yercs B pe3ysbrare ak-
TuBHOM TpaHckpuniuu cccDNA HBV B unpuiupoBanHbix renaronurax. B xome
nedenus NUC neicTByIOT IIaBHBIM 00pa3oM Ha OOpaTHYIO TPAHCKPUNTA3y U HE
Memrarot cuaTesy pgRNA, mostomy pgRNA — xopommii HHIUKaTOp aKTUBHOCTH
cccDNA B neuenu. Hoble cbiBopoTOuHble OuoMapkepbl pgRNA 1 aHTUrEH, acco-
UUPOBaHHbIH ¢ simpom renaruta B (HBcrAg), urparmor poib B KOIHYECTBEHHOM
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onpezneneHun cccDNA, mo3ToMy UX MOXKHO HCIIOJIB30BaTh JJIs1 OLIEHKH PUCKA pe-
aKTHBALMKU BUpYca 1ociie npexpamenus npuema NUC-npenapatos.

Crenyroliye TpynIibl NAIUEHTOB JOJDKHBI POXOIUTE CKPUHUHZ HA HATUYUEe
ungexyuu HBV:

1. CKpUHHUHT, HE3aBUCUMO OT UCTOPHUHU BAaKLIHAINH, JOJDKHBI TPOXOJHUTH:

— JIULA, POXKJICHHBIE B PETHOHAX C BBHICOKOW MM CpelHEN pacnpocTpaHeH-
HocThi0 HBV (peruonsl, B KOTOPBIX pacrpocTpaHeHHOCTh 3a0oneBanust HBV co-
crasisier Oomnee 2 %), B TOM 4KCIIe MHOI'ME HMMUIPAHTBI U JIETH, YCHIHOBJIEHHbBIE
u3-3a pyOexka. DTH PErHOHBI BKIIIOUAIOT BCIO AQpHKy M A3HI0, 0CTpOBa 3€JIEHOr0
Msica, Oonburyto yacts Bocrounoit u Cpenuzemuomopckoii EBponel, Kapubekuit
Gacceiid 1 yactu FOxxHOU AMEpPUKH, KaK MOKa3aHO B CIIMCKE M HA KapTe pacrpo-
crpaneHHoct HBV;

— MIIQJICHIIBI, POXJICHHBIE OT Mareped ¢ XpoHuueckoil mH(pekiueir HBV
(e-anturen I'B [HBeAg]-nonoxuTensHbli UK -OTpULIATENIbHBIN);

— OepeMeHHBIC KEHIIUHBI.

2. O6caea0BaHUIO IOJIEKAT IMLA, KOTOPbIE HE IOITHOCTBIO BAKIIMHUPOBAHBI
(unu Te, KTO He mpotel TectupoBanue Ha HBV 1o BakimHaium), ecim y HUX ecThb
(akTOpbl prcKa TOPU30HTAJILHON Iepeadn, BKII0Yasi:

— JieTeil, He BaKIMHUPOBAHHBIX B MJIaI€HIECTBE, KOTOPHIE KUBYT B cOOOIIIe-
cTBax, rae HBV sBnsercs sHneMUYHBIM, BKIIIOUAs I€TEH, POXKIEHHBIX OT POJUTE-
JIeH-IMMHTPAHTOB U3 SHIEMHYHBIX PallOHOB;

— OBITOBBIE U CEKCyaJIbHbIE KOHTAKTHI C JIMIIAMH, HHGHLIKHpoBaHHEIMU HBV;

— JIIOfIeH, KOTOpbIe BeAyT ce0s BHICOKOPUCKOBAHHO (T€, KTO yMOTpeOnseT
BHYTPHBEHHBIC WJIM UHTPaHA3aJbHbIE HAPKOTUKU, UMEET HE3alUIEHHbIE MOJI0-
BbI€ CBSI3M ¢ MHQHUIMPOBAHHBIM ITAPTHEPOM MIIN OoJiee YeM ¢ OAHUM MapTHEPOM,
JIIO[M, KOTOPblE 3aHMMAIOTCSl HE3ALIUIIEHHbIM aHAIbHbIM CEKCOM, U T€, Y KOro B
aHaMHe3€ eCTh 3a00JIeBaHHS, TIEPEIAIOIINECS TTOJIOBBIM MYTEM);

— mo6oro nanuenta ¢ HCV umu BUY-undexnueil u3-3a pacpocTpaHeHHbIX
nyteit nepeaaun. Koundexuus HCV u HBV yBenuumnBaeT puck mporpeccupyrore-
ro 3aboneBanus neuenu, I'IIK u peakrusanuu HBV Bo Bpems neuenust HCV.

CKpHHHHT TaKkXe HeOOXOIMM JI000MYy 4eTIOBEKY, KOTOPBIH ero 3ampaninBa-
€T, HE3aBUCHMO OT UCTOPUH BaKIMHAIMK WM (AKTOPOB PUCKA (IIOTOMY YTO OHHU
MOT'YT He JKeJIaTh PaCKpBIBAaTh WM HE 3HATh 0 HUX). Kpome Toro, TecTupoBaHue Ha
undexo HBV Heobxonumo 1:060My 4e10BEKY ¢ HEOOBSICHUMBIM OBBIIEHUEM
ypoBHst AnAT (Hanpumep, Oosiee 4eM B 2 pa3a BbIIIC BEPXHEU IPaHHIIBI HOPMBI)
B paMKaXx JAMarHOCTUYECKOW OLIEHKH.

Jleyenue I'B. Jleuenne I'B 3aBucut or Qopmbl 3abosneBanus. Jleuenue
ocmpoeo I'B Heo0X0OMMO IPOBOJUTH BCEM MALIUEHTaM B YCJIOBUSX CTal[MOHapa
13-32 BO3MOXKHOCTH Pa3BUTHS TSDKETBIX (JOPM U OCIIOKHEHHI, BEICOKOI YacTOTHI
XPOHM3ALUK B AETCKOM Bo3pacTe. BceM nmanueHTaM peKOMEHIyeTcsl Ha3HAuCHUe
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mazsmeit auetsl. M3 pannoHa HCKITIOYAOT XKapeHble, KOMYEeHble, MapUHOBAaHHbIE
611r0z1a, TYTOIUIaBKUE SKUPBI (CBUHKHA, OapaHUHA).

Octpas nadekuns HBV y nereit 0ObIYHO JIEUUTCS TOJNBLKO MOAJIEPKHUBAIO-
oMM Tepanueld. JlaHHBIX 0 JieueHUH JeTeil ¢ ocTpoil unpekuuei Het. Jnsa tex,
Yy KOTO TSDKEJNBIi OCTPBIN I'eNaTuT, MOXKHO PAacCMOTPEThH JICUEHUE aHAJIOTOM Hy-
kieo3uga. st maroneid ¢ GpynbMUHAHTHBIM remnaTuToM, BhI3BaHHBIM HBYV, Moxer
notpeboBaTkCcsl nepecaaka rnevyeHu. Puck moBropHoro 3apaxenuss HBV mocne
TpaHCIUIaHTauuy npu ¢GyinsmuHanTHoM HBV oTHOCHTENBHO HU30K, B OTIIMYME OT
Oonee BBICOKOTO PHCKa MOBTOPHOTO 3apaKEHMs IOCIJIC TPAHCIUIAHTALUH MEYSHU
rpu XI'B.

Pexomennyercs npoBeneHue 1€3MHTOKCUKALMOHHON Tepanuu B Mepopalib-
HOM H/WH MH(Y3HOHHOM PEXHUME 110 KIMHUYECKUM ITOKa3aHUsM C Y4EeTOM CTere-
HU TSDKECTH 3a00JIeBaHMs JUTs KYIHPOBAHUS CHHIPOMA MHTOKCHKAIIHH.

PexomeHyeTcs Ha3HaYEHUE MIPENapaToB KEIUHBIX KUCIOT (YPCOAE30KCHUX0-
JieBasi KMCJI0Ta) IPU MPOAODKUTENEHON THIIepONINPYOHHEMHH, CHMIITOMAaX BHY-
TPUIIEYCHOYHOT0 XonecTasa B jo3e 10—15-25 Mr/kr/cyTku (Ha HOYb) BHYTPb.

HaznaueHne NIIOKOKOPTUKOMIOB PEKOMEHIYETCs B CiIydae TAKEJIoro Tede-
Hus 3a0oneBaHusl ¢ HOPMHUPOBAHHEM IEYECHOYHOH HENOCTATOYHOCTH, NMPH (yIb-
MHHAHTHOM (IIpeKoMa, KOMa, MPU3HAKH MAaCCHBHOTO HEKpO3a IEYeHH) TeUCHHH,
1pu renarute 0e3 NPU3HAKOB IEYEHOYHOH MPEKOMBI-KOMBI, HO C BBIPAXKCHHBIMU
MPOSIBJICHUSAMH MHTOKCUKAIIMU U UX MPOrPecCCHpPOBaHUEM — HECMOTps Ha Ipo-
BOIUMYIO aKTUBHYIO MH(Y3HOHHYIO TEpAIUIO, LEJBI0 KOTOPOH SBIISETCS MOoaa-
BJICHUE UMMYHOIATOIOTNYE€CKHUX, BOCIAINTENbHBIX PEaKIUii U MPeJOTBpalleHUE
oTeKa-HaOyxaHus roJIOBHOTO Mo3ra. [IpernapaTom BeIOOpa SIBIISIETCS IPEIHU30I0H.
JUINTENnbHOCT TEpanuy ONpPEAEeTCs UHAUMBUIYAIBHO, M0 KIMHUYECKUM IOKa-
3aHusM. [Ipu Tspxenom teueHun octporo I'B ¢ Hapyiienuem anbO0yMUH-CHHTE3H-
pytowmei GpyHkun (TUnoaas0yMUHEMIH) PeKOMEHI0BaHO Ha3HaueHue 10%-Horo
pactBopa anbOyMHHA yesnoBeka. ATbOyMUH UTpaeT BaKHYIO POJIb B MOIIEPKAHUU
BHYTPHUCOCYJMCTOIO OHKOTHYECKOI0 JaBjieHUs. B coueTanuu ¢ 1uypeTukamu cro-
coOcTByeT ucue3HOBeHHIO acuuTa. [Ipu neyennn nauueHToB ¢ octpbiM I'B HeoO-
XOIIUMO CJIEINTh 3a PETYIAPHBIM OMOPOKHEHHEM KHILIEYHHKA B COOTBETCTBHHU C
¢usnonornyeckoir Hopmoi. C 3TOH LENBI0 MCHONB3YIOTCS CclIaOUTeIbHbIE Cpell-
cTBa (JIaKTy032).

Jlewenue XI'B. Jlna nereil, B OTIAMYNE OT B3pPOCIBIX, PEKOMEHJAUI OTHO-
CUTEJIbHO ONTHMAJIBHBIX CPOKOB M MOKa3aHUH K Tepanuu HeMHoro. Ilo 1aHHbIM
ESPGHAN, AASLD, APASL 0CHOBHBIMU PEKOMEHIALUSAMU K Hadaldy Tepalnuu
HE3aBUCHMO OT BO3pacTa SIBJIAIOTCS: HAIMYME LUPPO3a MEYeHH, HaTMunue aKTUB-
Horo renaruta HBeAg(+) mwnu (-) ¢ noBeimenuem ypoBHs AnAT u JIHK HBYV,
THCTOJIOrMYECKUMHU IPU3HAKaMH BOCIIAJIEHUSI.

KoHneuHast nienp je4eHUs: — CHU3UTH PUCK MPOrPECCUPOBAaHUS LUPpO3a U
T'IK. Ha ceropustinuii neHb 3)GEKTUBHOCTD JICYCHUS OLICHUBAETCS TOJIBKO 11O
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IIPOMEXKYTOYHBIM pe3yJbTaTaM, TAKUM KaK M3MEHEHHs] KPaTKOCPOYHBIX BHPYCO-
JIOTUYECKUX, OMOXUMHUYECKUX U IMCTOJOIMYECKUX MapaMmeTpoB. JoarocpodHsle
pe3yabTaThl CKIAABIBAIOTCS M3 NMPOMEXKYTOUHBIX BHPYCOJOTMYECKHX M OHOXH-
MHUUYECKHX PEe3YIbTaTOB JEUEHHs, HO HE J0Ka3aHbl KIMHUYeCcKU. IlockonabKy Ipo-
IpeccupoBaHUe LUPPO3a, O-BUJUMOMY, CBA3aHO ¢ MHTEHCHBHOCTBIO U MPOAOJI-
KUTEIBHOCTBIO XPOHUYECKOI BOCHAIUTENLHON aKTUBHOCTU U IOJIOXKUTEIBHBIM
pe3yasratom Ha HBeAg, pazymHO mpennonoxuTs, yto ycnemHnoe jedeane HBV,
BEPOSATHO, CHIIKAET PUCK LIUPPO3a, HO HEACHO, CHUXKAET 1 sedeHue puck I'TIK.
OT60p ManueHToB I JIeYeHNs B IEPBYIO ouepens onpenessiercs: ha3oi XpoHH-
yeckoll undpexkuuu HBV. He pexoMeHnyeTcs J1eUuuTh NAlUEHTOB B UIMMYHOTOJIE-
panTHO# (aze. B 3Toii (a3ze neyeHue 10OBIM U3 JOCTYITHBIX B HACTOSIIEE BPEMs
IIpernapaToM He IPUBOIUT K OoJiee BEICOKUM IIOKa3arelsiM cepokoHBepcu HBeAg
10 CPaBHEHUIO C OTCYTCTBHEM JICUCHHS U CBA3aHO C Pa3BUTHEM JIEKapCTBEHHOM
YCTOMYUBOCTH, YTO MOXET CHU3UTb UYBCTBUTEIBHOCTb K TEM K€ IpenaparaM B
OoJiee O3AHUE CPOKH, KOTZIA MIOpaskeHNe NedeHu OyneT akTHBHBIM. 1o oTuM mpu-
4yuHaM JiedeHue JieTeil B 3Tol ase cieqyeT paccMaTpUBaTh TOIBKO KaK YaCTh KOM-
IJIEKCHOTO KIIMHUYECKOTO UCCIIEJOBAaHMUS.

B uckiIrounuTeNbHBIX KIMHUYECKUX CUTYalUsIX, KOIa y pebeHKa UPPO3 HIIH
JIpyrue MPU3HAKMA TSDKENOro 3a0oieBaHUs IEUYEHH, OH MOXET paccMaTpUBATh-
csl Ul JIedeHus], Jaxe ecid ypoeHb AIAT B HOopMme. DTa cTpaTerus UCHOJb3y-
€TCsl JUIsl TePaliM B3pPOCIBIX C LUPPO30M U MOCTOSHHO TOBBILIEHHBIM YPOBHEM
DNA HBYV, ne3aBucumo oT ypoBHS ANAT B cbiBopoTke. JleueHue MalMEeHTOB,
Y KOTOPBIX TIOCTOSTHHO HaOJfoaeTcs aHoMallbHbIN ypoBeHb ATAT (> 2 pa3 Bbllie
BH unu > 60 EJI/n, B 3aBUCHMOCTH OT TOrO, 4TO HUXe) U ypoBeHb DNA HBV
> 20 toic. ME/mit mitn 10° Kommit/Mi1 B TeUEHNE KaK MUHUMYM 4—6 MecsiteB. [1oaru
Bce 31U Jetu OynyT HBeAg-nonoxurenbHbIMU, HO TEPANU0 MOXKHO TaKXkKe pac-
CMaTpuBaTh U1 TE€X HEMHOTHX MaIleHToB, y koro HBeAg orpunarensusiii, npu
ycIOBUM, 4TO akTHBHas uH(ekuus HBV noxTBepikaeHa HaauyueM BHPEMHU
> 10* KOIIHIA/MIT ¥ TIOCTOSTHHO TMOBBIIIIEHBIM YpOBHEM ATTAT.

Ecnu ectb 10Ka3aTenbCTBa IEUCHOYHON JEKOMIIEHCAIIMY, TAKUE KaK XKENTYy-
Xa WM KoaryJionarus, JedeHne cienyer HaanHath panbiie. INF Henp3s ucnonn3o-
BaTh y MALIUEHTOB C JEKOMIIEHCUPOBAHHBIM 3a0oneBaHueM. [IallueHThI, KOTOpbIE
MEPEKHUBAIOT CIIOHTAHHYIO CEPOKOHBEpcHUo (monoxurenbHblii HBeAg B oTpHia-
tenbHbl HBeAg ¢ nocnenyromeit DNA HBV <2 tbic. ME/Mit), He JOJKHBI IOY-
9aTh JICYCHUE, HO OJDKHBI HAXOAUTHCS MOJ MOCTOSIHHBIM HaOmroneHueM. B atom
cocrosiHuu anti-HBe 00b14HO nosoxuTenbHbIe. MOHUTOPUHT COCTOUT U3 U3MEpe-
Hust AnAT kaxzpie 6 mecsitieB, a HBeAg u anti-HBe — kaxapie 12 mecsues. DNA
HBYV cnenyet usmepsrs, ecau AnAT nossimaercs. Y 3TUX HALUEHTOB HEAKTUBHOE
3a0oneBaHue, HO UX CIeIyeT IePUOANIECKH KOHTPOIUPOBATh, HOCKOJIBKY HEKOTO-
pble U3 HUX peakTuBUpyloTcs B HBeAg-oTpunarensHyio HMMYHOAKTUBHYIO (azy,
Kak 00Cy»IaeTcsi HIKe, B TO BpeMsI Kak Ipyrue BO3BPAIIAIOTCS B UMMYHOAKTHB-
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Hyt0 ¢a3y (nonoxutenbubiii HBeAg). Ecnu 310 cocTosiHue coxpaHsieTcs, IeUeHue
OIIPaBJIaHO JJIS CHIKEHUSI PUCKA IIPOIPECCUPYIOILETO IOBPEXKACHHS IIEUEHHU.

Y HEeKOTOpBIX JIF0ZIeH B HEAKTUBHOM XpoHHuueckoit paze HBV moxker npowc-
XOIUTh peakTrBanus B HBeAg-oTpHuareibHyI0 HMMMYHOAKTHBHYIO (a3y, Xapak-
TEPHU3YIOLIYIOCS TOCTOSTHHBIM NOBBIIeHBIM YpoBHeM DNA HBV, nocrosinuo niu
MIEPUOJMYECKHU TMOBBIIEHHBIM ypoBHEM ANAT u orpunarensHsiM HBeAg. Oto
COCTOSIHHE PEIKO BCTpEJaeTcsl y AeTeil. Y OONBIIMHCTBA THUX MAIMEHTOB €CTh
BapuaHTbl HBV ¢ MyTanusmMu npekopoBOro 1 KOpoBOro mpoMoTopa. ¥ marueH-
TOB B 3TOH (haze, KaK MpaBUIIO, HAOIIOIAETCSI BUPYICHTHOE 3a00JICBaHUE TICUCHH,
¥ MM TIOKa3aHO THaresnbHoe HaOmoneHue. [IpoTuBoBUpYyCcHas Tepanus mokasaHa
JUIS. MUHAMH3ALUH TIOBPEKACHHS TIEUCHHU, XOTS JOJITOCPOYHOE OUMIIEHHE CBHIBO-
porku or HBV Bcrpeuaercs penko. Y B3pOCIbIX MAlMEHTOB JICYEHUE JAHHOTO
COCTOSIHUSI, KaK MPaBUJIO, IPOBOANTCS HEOMpeneNeHHO Nonro. CrermupuuecKkux
peKoMeHaanui i eTeil 10 BeeHUIO 3TOH (a3bl HET, TOCKONbKY OHAa BCTPEYaeT-
Cs PEIKO B IETCKOM BO3pacTe.

[ManuenTs!, kounpuuupoBanusie HCV, HDV unu BUY Tpebyror ocoboro
BHMMAaHUS IIPH BHIOOpE BPEMEHH U METOIOB JiedeHus. [lanenTam, KOTOpsIM Ipes-
CTOMT UMMYHOCYIIPECCHBHAs, LUTOTOKCHYECKass WM OHomormdeckas mMomudu-
[UpyIomas Tepanyus (HampuMep, XUMUOTEpamusl, Je4eHHe MPOTHBOOIYXOJIEBBIM
(hakTOpOoM HEKkpo3a anb(a WK TPAHCIUIAHTALIUS OPTaHOB), OAXOIUT JIeYEHHE, UC-
MoJIb3yeMoe MPU HeaKTUBHOM XpoHuueckoi haze HBV. B atom cityuae Hykieo3uns
4acTO MCIOJIB3YETCS B IOIBITKE MPENOTBPATUTh PEaKTUBALMIO. DTH IperapaThl
MOTYT OBITH OTMEHEHBI ITOCIIE 3aBEPIICHUS] UMMYHOCYTIPECCUBHON Teparuy 1 IpH
ycnosuy, 4o DNA HBV octaercs <20 thic. ME/Min1, a AnAT B HopMme. BapuaHTsbt
neuenuss XI'B y aereit 00buHO BKiIrO4aroT [FN witn aHanoru HykJieo3ua0B, Takue
KaK 3HTEKaBUp Wi TeHopoBup. Kaxkaplii U3 3TUX IpenaparoB SBISIETCS pasyM-
HBIM BBIOOPOM JUISl JIEUEHHSI IIEPBOH JIMHHUM, BEIOOP 3aBHCHUT B IEPBYIO OYEPEb OT
Bo3pacTa nauuenra. IFN nMeeT npeuMyIecTBo B BUI€ OTpaHUYEHHOHN MTPOIOIKHU-
TENBHOCTH JICYSHHSL.

IFN sBiisieTcst XopoIuM BEIOOPOM ISl MALIMEHTOB, KOTOpbIe ¢ HanOOoJbIIeH
BEPOSATHOCTBIO OTPEarupyroT Ha TEPAIHIO, TO €CTh Ul HallMEHTOB C CHIBOPOTOU-
Hoil ATAT Oonee ueM B 2 pa3a Bblllle BEpXHEH I'paHULIbI HOPMBI, UMEIOT II0JIO-
skutenbHbi HBeAg, ToToBBI MpOWTH Kypc MOAKOKHBIX MHBEKIMHA M HE UMEIOT
COIYTCTBYIOIUX 3a00JI€BaHUM, KOTOpble MOIYT OOOCTPUTHCA IpPHU IIPUEME HM-
MyHOCcTUMynHpymomero cpenctsa. IFN He cBsi3aH ¢ pa3sBUTHEM pPE3UCTEHTHBIX
BapuaHToB. IFN He sBisieTcs XOpOUIMM BapHaHTOM JUIs MAIMEHTOB C (POHOBBIM
AyTOUMMYHHBIM DPacCTPOMCTBOM, INEPEcagkoil OpPraHoB, IEKOMIEHCHPOBAHHBIM
3a00s1eBaHUEeM TI€YEHU WIIM CEpPhEe3HBIM HEHpOICMXHMATPUUYECKUM 3a00JIeBaHHEM
13-3a ero MoOOYHBIX PPEKTOB. IHTEKABUP WM TEHO(OBHP SBISOTCS XOPOIIUMH
BapUaHTaMU JUI HalMEHTOB, KOTOPBIE MPEIINOYUTAIOT JOJIITOCPOYHOE JICYCHHUE T1e-
POpPAIBHBIM NpenapaToM (HeonpeaeneHHast IPOJOJKUTEIBHOCTD JICUSHHS, 3a HUC-
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KJIFOYeHHEM MEHBLIMHCTBA MAllMEHTOB, KOTOPBIE MOABEPraloTCs CEPOKOHBEPCHH)
BMecTO orpaHnueHHoro jedenus: IFN myTem nabekuuii (0OBIYHO 1IECTh MECALEB
JIieueHHs1). DTU MpernapaTbl TAKKe MOIXOIAT Ul TeX, KTo He pearupyer Ha IFN
(ompenensiercs no onpenensiemoid DNA HBV u nossienHomy ypoBHio AnAT B
CBIBOPOTKE 4Yepe3 6 MecsieB nocie 3apepieHus kypca IFN-o) unu uis tex, y koro
ecTb IpoTuBonokazaHus Kk IFN.

Br160p Mex 1y SHTEKaBUPOM U TEHO(HOBHUPOM 3aBUCHT B IIEPBYIO OYEPEAb OT
HCTOPUU MAaIMEHTa O MPEIISCTBYIOIIEM JICUEHUN HYKJIEO3UIaMH, €CIIM TaKOBOE
nMeeTcs:

— DHTEKaBHp UMEET HU3KUI YPOBEHb JIEKAPCTBEHHOW YyCTOWYMBOCTH Y NAILlU-
€HTOB, HE NPUHUMABIINX HYKJICO3UABI (110 JaHHBIM HCCIEI0BAHMS Y B3POCIBIX),
HO OH BBIIIE y TIALIMEHTOB, paHee IMOJBEpPIraBLIMXCS BO3ACHCTBHIO JIAMUBYAMHA,
[I03TOMY €r0 IPUMEHEHHUE B ATOM IpyIIe MalueHTOB, KaK IIPaBUiIO0, HE PEKOMEH-
nyercsi. B CLLHA sHTekaBup o100peH Uil UCIIOJIb30BAHUS y AETEeH OT ABYX JIET U
cTapiie;

— TerodoBup nuzonpokcus (ymapar (TDF) munensupoan B CHIA u
EBpomne ms nereii > 2 nert, a reHopopup anapenamun (TAF) nmunensuposan amns
qun > 12 ner. JIrobas u3 3tux GopM sBIsIeTCs pasyMHOM allbTeépHATHBOM HEepBOH
JIMHUM dHTeKaBUpPY. OHM HE BBI3BIBAIOT BUPYCHYIO PE3HCTEHTHOCTh M 4acTo (-
(eKTHBHBI ISl MALMEHTOB, Y KOTOPBIX Pa3BUJIACh PE3UCTEHTHOCTh IIPH JICUEHUH
JPYTHMH aHaJIOTaMH HYKJI€03HI0B. XOTs CYIIECTBYIOT OIIAaCeHUs 1O IOBOAY Hed-
POTOKCHUYHOCTH U CHIDKEHHS MUHEPAIbHOW MJIOTHOCTH KOCTHOM TKaHU MpPHU NPH-
MeHennd TDF, B KpyTHOM KJIIMHHYECKOM MCCIIECAOBAHUM OBUTH NPOJEMOHCTPHPO-
BaHbI TOJIBKO HE3HAYUTEJIbHBIE H3MEHEHUS, I03TOMY OH, KaK IPaBHUJIO, CYUTAETCS
0e30MacHbIM U XOpOLICH aNbTepHATHBOM JJIsl IETeH C OIMBITOM IpHeMa JIAMHUBY-
JIMHA UM IPOJAEMOHCTPUPOBAHHOM PE3UCTEHTHOCTHIO K 3HTeKaBupy HBV. TAF
HMMEET MEHBUIYIO IOYEYHYIO MM KOCTHYI0 TOKCHYHOCTb.

Jpyrue nmpenaparbl, KOTOpbIE pa3pelieHbl sl UCIOIb30BaHUs Y AeTeil, —
9TO JaMUBYAUH U afe(oBHp OUIMBOKCUI. JIaMUBYAMH He SIBISIETCS HMPENIOYTH-
TEJIbHBIM IIPETapaToM H3-3a BBICOKHX I0Ka3aTeneld pe3uCTeHTHOCTH; afie)OBUp HE
SIBISIETCSI IPEAIIOYTUTEIBHBIM H3-3a CJ1a00H IPOTHBOBUPYCHOM aKTHBHOCTH.

WNuorma HeoOXoauMo reHOTHNUYECKoe TecTupoBaHue Juii HBeAg-
MIO3UTHBHBIX MTAIIUEHTOB, IIOCKOJIbKY HALMEHTHI C TeHOTHIAaMH A U B nmerot Gonee
OnaronpusTHbIi oTBeT Ha IFN,a manuenTs! ¢ renorunom C, Kak NpaBuilo, MEHee
CKJIOHHBI K 0TBeTy. OTBET Ha TEPAIHIO SHTEKAaBUPOM MM TEHO()OBUPOM OIMHAKOB
TSI BCeX OCHOBHBIX reHoTunoB (A, B, C u D).

CoryacHO UCIUIEIOBAHMSM Y B3POCIIBIX, KOMOMHUPOBAHHAS Tepanus (HaIrpu-
Mmep, IFN c ananorom Hykieo3[T]uaa miiu KOMOMHAIMS ABYX aHAJIOTOB HYKJIEO3[T|1-
Jla) He MoKa3aja yIy4dlIeHUs KIMHUYECKUX PEe3ysbTaToB MO CPaBHEHUIO C MOHO-
Tepanuen.
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PeglFN 0-2a omoOpeH Ui MCHOJIL30BaHUS Yy JIETEH TpeX JIET W CTapliie ¢
xponuueckoii HBV-ungexuueii 8 CIIA u EBpone. Jlo3a mns nereit cocrasnser
180 mkr/1,73 M? OBEpXHOCTHU Tejla (MakCMMajibHas 10338 — 180 MKT), BBOIMTCS
MIOZIKOXKHO OJJMH Pa3 B HeleNo B TeueHue 48 Hezneinb. PegIFN 3aMeHu cranjapTHbI
unrepdepon (IFN a-2b), obnanasiuii conocraBumoit 3p(heKTHBHOCTBIO, HO TPeOO-
BaBLIKiI exeHeBHOTO NpreMa. B HacTosee Bpems IFN a-2b Gonblie He JocTymeH,
XOTs Ha HETO 4acTO CChUIAIOTCS B JINTEPAType Mo JieueHuto. [lonoxurenbHbli oTBET
HAa JIeYCHUE ONPEIENACTCS KaK IEPEXO] B HEAKTUBHOE XpOHUUeckoe cocTosHue HBV,
TO ecTh notepsi ceiBoporouHoit DNA HBV u HBeAg (y naieHToB, KOTopbie ObUTH
HBeAg-nonoxutensubiMu). ITocie 48-HenenbHOro Kypea JedeHus ClIeayeT Iepuos
HaOmoneHus ot 6 10 12 MecseB, MOCKOIBKY CEPOKOHBEPCHUSI MOXKET OBITH OTCpOUC-
Ha. HeOosnpiioe konnuecTBo nanueHToB nepexoaut B HBsAg-orpunarensuoe, HBs
aHTHTENO-TIoNOKUTENbHOE. Te, kTo He mocturaer cepoxkonBepcun HBeAg, moryt
paccMaTpuBaThCs I JICUEHHUs aHaJOraMH HYKJICO3HJIOB MIJIM HaOIIOAAThCS, €CIn
AKTUBHOCTH 3a00s1eBaHus crabast.

PexoMeH10BaHO MpoOBeNEHHE STHOTPOIHOW TEpanmuy IalUeHTaM C IpU-
3HAaKaM{ HeOJaronpusATHOTO TEUCHUS M Yrpo3oi (GopMHUpOBaHMS XPOHUYECKOTO
mpoliecca npenapaToM JIAMUBYIHH B 03¢ 3 Mr/kr (HO He Oonee 100 Mr/cyTku).
JlnurensHOCTH Kypca — OT 2 A0 6 MecsLeB.

o6ounbie 3¢ ¢exTsl Tepanmuu. Jleuenne IFN cBI3aHO ¢ MHOXECTBOM I10-
6ounbIX 3¢ pexroB. TeM He MeHee, OOJBIIMHCTBO ACTEH MOTYT 3aBEPILIUTH KypC Te-
panuy, XoTs U He BCerna ¢ HadanbHoH n1030i. [IpumepHo 15 % aereil ucnbIThIBaoT
TPUIMIIONOAO0HBIE CUMIITOMBI (JIMXOPAJIKY, MHAJITHIO, TOJIOBHYIO 0O0JIb, apTpaITHUIO
U aHOPEKCHIO), KOTOPbIE OOBIYHO IPOXOJAT MOCHIE HECKOIBKUX 103. JJIs cMArdeHus
9THUX CHMITOMOB MOYKHO HCIIONB30BaTh MPOQUIaKTHYECKUi arieTaMiIHOGEeH n/uin
nbynpoden. Bo Bpems sieyenus yacto Habmonaercs nosbieHre ypoBHs AAT B
coiBopoTke. [TomaBieHne KOCTHOrO Mo3ra, 0COOCHHO HEHTponeHus, HabIoaaeTcst
npumepHo y 2040 % nereil. Tsokenas HeUTponeHUs, MPUBOISIIAL K HHEKIMAM,
BCTpevaeTcs penko. OnucaHo MHOKECTBO JIPYTUX MOOOUHBIX 3 (HEKTOB:

— 3aMejieHue pocTa. JlaHHblE NPOTUBOPEUUBBI OTHOCHUTENIBHO TOIO, SB-
nstoTes i 3TH 3G dexTsl o0patuMbiMu. Jloarocpounsie 3¢ ¢dexThl OblIM MeHee
BBIPKEHHBIMU B HCCJICIOBAHUSAX, TIPOBEACHHBIX Y JETEH, MOIyyaBIInX JIEUCHUE
PeglFN ot undexuu HCV;

— U3MEHEHUs JINYHOCTU (B OCHOBHOM pa3ipaKUTEIbHOCTb M HUCTEPHKH),
KOTOpBIE 0OpaTHMBI IOCHe OTMEHHI JledueHus. HeT ucciaenoBanuii OTHOCHTENHHO
HCIONB30BaHMs aHTUJENPECCAHTOB Y AeTeil, nonyvaromux IFN. Pasymuo Hampa-
BUTH JeTeH Ha 00cIe0BaHuUe, €CIIN Y HUX Pa3BUBAETCS YMEPEHHAS ACIPECCUS WU
[OBEIEHYECKUE CUMITOMBI. JleueHue cieyer MpeKpaTuTbh y JeTel, y KOTOPbIX
pa3BUBAETCs TsKeNast JeNPEeCChs;

— IIOCJIe HECKOIBbKUX NepBhIX 103 IFN-o y neteil Bo3MoxHa TUXopakKa;
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— CHIDKCHHUE KaueCTBa )KU3HH M3-32 TOOOUHBIX 3(p(peKToB JiekapcTB U cTpaxa
nepea MHbEKIUAMHU. KadecTBO jKU3HU BO3BpAILlAeTCsl K HCXOJHOMY YPOBHIO B Te-
YeHHEe TPEX MECSLEB MOCIe NPEKPaLeHuUs IpruemMa.

Heomeemuuku na unmepghepon. BONBIIMHCTBO NAalMEHTOB, JIEYHUBLIMXCS
IFN, He nocTturaiot cepokoHBepcru. J10AroCpodHbINA HCXO0 Y TAKUX HMAIIEHTOB HE
6bL1 XOpo1o onucad. Hebonbiine uccneqoBaHus MOKa3bIBalOT, 4TO 3a00JIeBaHUE
0CTaeTCsl OTHOCUTENBHO CTAOWIIBHBIM B KPAaTKOCPOYHON MEPCIEKTHBE.

BapuaHTBI JICYSHUs! JJIsl TAKKX MAIMEHTOB MOTYT BKIIFOYaTh SJHTCKABUP U Te-
Hoosup. Bropoit kypc tepanuu IFN-a, mo-BuauMomMy, He yBEIUYHBACT MOKa3a-
TEJIN CEPOKOHBEPCHUH.

Ananozu NUC. [1peaqnodtuteIsHBIME IIpeTapaTaMu It IepopaIbHOM Tepa-
UM SABJIAIOTCS TEHO(OBUP U SHTEKABUP, 00a U3 KOTOPHIX JinlieH3upoBaHsl B CIIA
JUISL IeTeil B BO3pAcTe OT ABYX JIET U CTaplIe.

Tenogosup NpUHUMAETCS IEPOPAIILHO B BUJIE OAHOTO M3 JBYX IPOJIEKAPCTB:

— Tenodosup auzonpokcun pymapar (TDF) — nuuieH3upoBaH ist HCHOJNb-
30BaHUA Yy JleTel B Bo3pacTe > 2 jer (u maccoil tena > 10 kr) ¢ XI'B B CILIA u
EBpore. 310 mepopanbHbIid aHAJIOT HYKJIEOTHAA C IPEBOCXOTHBIM MOJABICHUEM
BUpYCa U XOPOIIUM MpoduiieM 6€30MaCHOCTH; €0 MOXKHO UCITIONb30BaTh KaK B Ka-
YecTBe IEPBUYHOM Tepalny, TaK U B KAUECTBE BTOPUIHON TEPAITUH IS HALUEHTOB
C PE3UCTEHTHOCTHIO K JJAMUBY/IUHY;

— TeHo¢oBUp anadeHaMH[ JUIEH3UPOBAH ISl UCTIOIb30BAHUS Y JIUI B BO3-
pacre > 12 ner ¢ XI' B CIIA u EBpone. bsuio nokasano, uro y B3pocislx ¢ HBV
u 'y B3pocibix u aeteit ¢ BUY mannblil mpenapar BbI3bIBAET MEHBIIIYIO MIOUYEUYHYIO
U KOCTHYIO TOKCUYHOCTB, yeM TDF.

Hosuposka u cnoco6b npumenenus. TDF — y nereit > 2 ner u maccoil Tena
> 17 xr. /lo3upoBKa B TabJeTKax COCTABIISCT:

— >17-22 kr — Tabnerka 150 Mr nepopajibHO €XKeTHEBHO;

— >22-28 xr — tabnerka 200 Mr IepopajIbHO €XKEAHEBHO;

— >28-35 kr — Tabnerka 250 Mr nepopaibHO €XKETHEBHO;

— > 35 kr — Tabnerka 300 Mr nepopanbHO €XKEIAHEBHO, YTO COOTBETCTBYET
J103€, UCTIONB3YyEeMOH ISl B3POCIIbIX.

Jus nereit > 2 et u maccoii tena > 10 kr nozuposka TDF B Buae nopomka
JUTS IpUeMa BHYTPb COCTaBIIsIeT 8 MI/Kr Macchl Tena (MakcumyM — 300 Mr) oguH
pa3 B CyTKH.

TAF naznaugaercs netsim > 12 et u B3pOCIIbIM; 032 COCTABISIET 25 MTI OAHH
pa3 B CyTKH.

Onobpenne TAF YnpasneHueM 1o KOHTPOIIO 32 IPOAYKTAMH U JIEKAPCTBAMHU
CIIA nns nonpoctkoB ¢ HBV GasupoBanock Ha 24-HeqeqbHOM HCCIIEN0BAHUH,
KOTOpOE MOKa3aj0 aHAJIOTHYHYI0 0e30MacHOCTh, (PapMaKOKUHETHKY U 3P PEKTHUB-
HOCTb 10 CPaBHEHHUIO CO B3pOCIbIMU. MccienoBaHue ¢ yqacTHeM JIeTel MialIiero
Bo3pacTa Haxoautcs B mporecce (NCT02932150).
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Oumexasup — NepOpaTbHBIA HYKJICO3U] C MOIIHONW aKTUBHOCTHIO MPOTHB
HBV. B CHIA oH 0100peH Ui UCNOIb30BaHUS y A€Tel OT IBYX JIET U CTaplIe.
OHTEeKaBUp — XOPOIIUIi BApUAHT JUIsl MALMEHTOB, KOTOPHIE COOTBETCTBYIOT KpUTeE-
PHSIM /1711 IPOTUBOBUPYCHOTO JIYEHHS M PEANIOYUTAIOT JJOITOCPOYHOE JICUCHUE
HepopaIbHBIM IpenaparoM (0OBIYHO HeonpeaeIeHHas IPOJOIKUTEIBHOCT Jeue-
HUS), a He KoHeyHoe JedyeHne [FN nmytem nabekuuii (00BIYHO OIUH TOJl JICUCHHS).
OH TakKe MOAXOAUT IS TeX, y KOT0 €CTh MPOTUBONOKa3aHus K HazHaueHuto [FN
WM A8 TeX, y Koro He Obuto orBera Ha IFN (ompenensercs nmo Hannunio DNA
HBYV u noeimenHoMy ypoBHIO ATAT B CHIBOPOTKE Yepe3 MIECTh MECSIIEB MOCIIE
3aBepuieHus kypca IFN-o). [l manueHToB, paHee JCYMBIIUXCS JIAMUBYAHHOM,
SHTEKaBUD CBA3aH C BBICOKUMHU I10KA3aTENAMH PE3UCTEHTHOCTH. IloaTOMy TeHO-
(hoBHp IpeANIOYTUTENIFHEE JUIS STON IPYIIIBI NAIIMEHTOB, OHAKO, €CJIU TEHO(POBUP
HEIIOCTYIICH, SHTEKABUP MOKHO HCIIOJIB30BaTh B JBOWHOW OOBIYHOM 103€.

Jlo3upoBKa SHTEKaBUpa OCHOBaHA Ha Macce Telsa Uil JieTell BeCOM MeHee
30 xr. Jlns mauMeHToB, paHee He IONIy4yaBIIUX JICYSHHUS, J03bl HAYMHAIOTCS C
0,15 Mr onuH pa3 B cyTku auisi neteid BecoM 10 Kr (IIpy UCTIONB30BAHUM KUIKOH
JICKapCTBEHHON (OPMBI) M YBEIIMYMBAIOTCS IO MAKCUMAIIbHOM 710361 0,5 MI' B IeHb
quis nereit Becom 30 kxr u Gonee. Ecnu sHTeKaBup BBIOpaH /A IALIMEHTOB, paHee
JICYUBILIUXCSI JAMUBYIMHOM, €T0 Ha3HAYarOT B [103€, BJIBOE MPEBBIIIAIONICH ITY.

Ecnu TeHo(oOBUp HENOCTYNEH, MOXXHO HCHOJNb30BaTh HSHTEKABUP, €CIIU
OIIpaBaHa JOIOJHHUTENbHAS Tepamys, HO peKOMEeHaAyeMas 03a B [jBa pa3a 0oJb-
1Ie, YeM IS JIML, He TTOJBEPraBIINXCs BO3CHCTBHIO JIAMUBYHHA, IPU 3TOM He-
00X0MMO YCTaHOBUTH MOHUTOPUHT Pa3BUTHS PE3UCTEHTHOCTH.

[Tocne Hayana Tepanuy HyKJI€03(T)UAaMHi OTBET Ha JICYSHHUE CIIEAYET OLCHH-
BaTh € IIOMOIIBIO IEPHOIUYESCKOTO JTa00PAaTOPHOTO MOHUTOPHHTA. PekomenyeTcst
HCIONB30BaTh CIIEYIONIHHA MOAXO;

— U3MEpATh YPOBHH CBHIBOPOTOUHOM amuHoTpaHcepassl, DNA HBYV, anek-
TPOJIUTHI, @30T MOYEBUHBI KPOBU M KPEaTMHUH HA WCXOJAHOM YPOBHE M KaXK[ble
3 Mecs1a B TEUCHHE IIEPBOT0 Iojla Tepanuu, 3aTeM Kax/iple 6 Mecs1eB Mocie ITo-
ro. [lanenTtam ¢ HapynieHueM (pyHKINU ITOYEK MOXKET ITOTPeOOBaThCs KOPPEKTH-
POBKa J103Bl;

— u3MmepaTh HBSAg Ha MCXOZHOM ypOBHE M €XETrOfHO IOCNIE ATOro, €CiU
JHK HBV ne onpenensercs;

— ecnn HBsAg ucdesaer, nposeputs anTurena k HBs.

Ipono/zkuTeNLHOCTD JiedeHHsl. BOJIbIIMHCTBO JeTell, KOTOpbIE SBIISIOTCS
KaHJMJaTaMH Ha Tepanuio Hykieo3uaamu, umeror HBeAg-nonoxurenbHbid Xpo-
HUYECKHH renarut 6e3 nuppo3a. s 9THX MauueHToB MPOJOJKUTEIBHOCT Jeue-
HUS 3aBHCUT OT PEaKIMH MallMeHTa Ha Teparuio:

— manMeHTbl ¢ nepcuctupyroumM HBeAg: mis OonblIMHCTBA MallUEeH-
ToB seueHre TDF unu sHTekaBUpoM mpuBeneT k Huskoil Bupemuu (DNA HBV
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< 2 teic. ME/Mn) ¢ nepcuctupyromnm HBeAg, B 3ToM cityuyae jiedeHHue 0OBIYHO
CIIeyeT NpOoJOJDKaTh HEONPEIEIEHHO J10JIT0;

— MAIUeHTHl, KoTopele craHoBsITcs HBeAg-oTpunarensHbIMU: UISI MEHB-
LIMHCTBA MaIlMeHTOB, KOTOPHIE IOJIBEPral0TCsl CEPOKOHBEPCHU BO BPEMS JICUCHUS
STUMHU Tpenaparamu (koHBepcusi B HBeAg-oTpunarenbHyto, HeakTUBHAS XPOHHU-
yeckasa (aza HBV), ontumanbHasi npogoKUTENbHOCTh TEPAIMU HE ONpPE/eseHa.
[TpakTrka y B3pOCIBIX 3aKII0YAETCS B IPOJOJDKEHHUH JICUCHHUS B TCUCHUE KaK MH-
HUMYM OJHOTO Tojia TOCJIe CEPOKOHBEPCHUH, @ MHOTZA U HEOIPEIEIEHHO JONTo.
JleTn, KOTOpBIe MPEKPANIaloT IPOTHBOBUPYCHYIO TEPAIHIO, JOJDKHBI HAaOMI0aaThest
KaXkJ[ble TPU MecAlla B TeUeHHE KaK MUHUMYM OJIHOTO T'O/1a JJIS BBISIBIICHUS BCIIBI-
IEK, PEaKTHBALIMN MM AEKOMIICHCALIUH.

IIpexpaineHue je4eHus ciaeqyeT paccMaTpuBaTh TOJIBKO Ul NAllMEHTOB, KO-
Topsie craHoBsiTcss HBeAg-orpunarensusiMu, umeror DNA HBV <2 teic. ME/mn
(4TO MMEEeT MECTO ITOYTH Y BCEX IAI[EHTOB I0CJIEe CEPOKOHBEPCUH) U COIJIACHBI
Ha TmarensHoe HaOmonenue. [TanMenTsl, NpeKpaTUBILKE JI€UYCHNE, TOJDKHBI Ha-
XOIUTHCS TIOJ] TIATEJIbHBIM HAOIIOIEHUEM Ha PEAMET MPU3HAKOB BUPYCHOTO pe-
uuansa (AnAT, JIJHK HBV 1 HBeAg) B TeueHne kak MUHUMYM OJTHOTO TOJia, XOTS
pPEeLMINBBI MOTYT BO3HUKHYTh U ITOCJe 3TOro. bouin u3yueHsl u npyrue duomap-
KepBl YCTOWYNBOTO BUPYCOJIOTHYECKOTO OTBETA, HO HU OJIMH U3 HUX HE YCTAaHOBHII
POIb U1 NPUHSATHS PELICHUI OTHOCUTENBHO MPOIODKUTEIILHOCTH JICYEHHUS, 0CO-
6eHHo y aereit. [IporHocTuueckoe 3HaueHue KonnvectBeHHOro HBsAg (QHBsAg)
OBLIO OLIEHEHO B CHCTEMAaTHUECKOM 0030pe UCCIIEIOBAHUI CPeH B3POCIIBIX, KOTO-
pble peKpaTuiIy JieueHue Hykiaeosunamu. Ilpumepno y 10 % rex, y koro qHBsAg
< 100 ME/m1 B KoHLIe JieueHusl, HAONIOAAIICS BUPYCOIOTHUECKUH PEUIUB Yepe3
12-24 mecs1a nociie OKOHYaHUs Tepanuy, 1o cpaBHenuto ¢ 30-87 % Ttex, y koro
qHBsAg > 100 ME/ma.

JlamuBynuH 1 aneoBHUp JUMUBOKCHI B HACTOAIIEE BPEMS PEIKO HCIHOJb-
3yIOTCS B KauecTBE IpernaparoB NepBOd JHUHUMU Juis JieueHus X1 B u3-3a orpanu-
YEHHOW 3()()EKTUBHOCTHU M BBICOKHX MMOKA3aTeleH JIEKApCTBEHHON YCTOHYHNBOCTH.
OHu, Kak MpaBUiIo, ObUIM BBITECHEHBI Oosiee HOBBHIMH M Ooisiee 3PPEeKTUBHBIMU
ananoramu NUC — »3HTEKkaBUpOM U TeHO(QOBHUPOM. DHTEKABHP WM TEHO(GOBHP
TaK)Ke MPEANOYTHTENBHBI JJIsl MAIMEHTOB, KOTOPHIE MOJBEP)KEHBI PUCKY PEaKTH-
Baiu HBV u3-3a MMMYHOCYTIPECCHBHOM, IIMTOTOKCUYECKON MM OHOIOTHUECKOM
MoauduIUpyoLIeH Tepanuu.

Bceewm nmammentam ¢ XI'B, ocinokHEHHBIM I€KOMIIEHCHPOBAHHBIM IIUPPO30OM
MIEYSHH C Pa3BUTHEM IIEYEHOUYHOH 3HIE(aAIONaTHH, PEKOMEH/1yeTCsl IPUMEHEHUE
HEBCACHIBAIOIINXCS JUCAXAPUAOB (JIAKTYIO3BI) IJIS1 YMEHBIIECHUS! KOHICHTPAUU
aMMMaka B cucTeMHOM KpoBoToke (off-label) u ¢ menpio Koppekuuy KUIEeyHOro
cOuno3a.

Bceem nmammentam ¢ XI'B, 0CnoKHEHHBIM J1€KOMIIEHCHPOBAHHBIM LIUPPO30M
MIeYEeHH, PEKOMEHAYETCsI IPUMEHEHHEe pU(akCIMUHA B KaueCTBE TEPAlHU Iede-
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HOYHOH 2HIedamonaTuy 000 CTaguu Uil CHIDKSHUS YPOBHSI aMMHaKa B KPOBH,
YAYYIIEHUS ICUXUYECKOro craryca. PudakciMuH UMeeT MHUPOKUI CIEKTp aHTH-
OakTepuanbHOW aKTUBHOCTH, BO3JCHCTBYeT Ha OonbuinHCTBO [p+ 1 I'p- aspol-
HBIX U aHa9pOOHBIX Oakrepuil. [Ipaktuuecku He BeacbiBaercs u3 XKKT. Otmeueno
HOJIOKUTENBHOE JEHCTBHE KaK IPH MOHOTEPAIUH, TaK U B KOMOWHALIUH C JaKTy-
no3oi. Y nmereit 1o 12 net no3a 30 MI/Kr B CyTKU B TpU IIpueMma, crapuie 12 ner
npumensiercst B 1o3e 400 mr (20 mut) kaxbie 8 4acos.

B ciyuae Tsoxenoro teuenus ['B u HeapeKTUBHOCTH KOHCEPBAaTUBHBIX Me-
pONPUATHI PEKOMEHIIOBAHO HCIIONB30BaHHE SKCTPAKOPIIOPATIBHBIX METOIOB Jie-
TOKCHKaIMM — IU1a3Madepesa, iazMooOMeHa, KackaJHO! Mia3MaduIbTpalym.
[TokazaHMAMH K SKCTPAKOPHOPATEHBIM METOIAM SIBISIETCS] BBIPAXKEHHBIN X0JIecTa3
(ypoBenb Ounupybuna 6onee 300 MKMOJIB/JI, YIOPHBII 3/ KOXH), HATUUNE TPHU-
3HAKOB IIEYEHOUHOM dHIedanonaTuy ¢ SBICHUSIMU HAYMHAIOLIEroCcs OTeKa MO3Ta
U CYJOPOXKHBIM CHHIPOMOM.

Hcxon 3aboneBaHus OnaronpusTeH, B OOJNBIIMHCTBE CIy4aeB MMEET TIIaji-
KO€, LUKIMYECKOe TEYeHHE, M 3aKaHYMBaeTcsl BbI3opoBieHueM. OnHako y
10-14 % nammentoB dopmupyercss XI'B. [Tocie BHIIUCKH MIPOBOAUTCS AUCHAH-
cepHoe HaOIIoeHNe 32 PEKOHBAIECIICHTaMU B TeueHne 6—12 MecsieB, mpu He00-
XOIUMOCTH U Oostee.

KputepusiMu BbI3IOPOBIICHUS SBISIOTCS:

— OTCYTCTBHE MHTOKCHKAIIUH;

— HOpMaJIM3alus YPOBHS aMUHOTpaHCaMUHAa3 U OninpyOunHa;

— HOpMaJM3alys WM 3HaYNTEIbHOE YMEHbIICHHE pa3MepoB IICYECHU U ce-
JIE3€HKH;

— otcyrctBue B kpoBu JJHK u anturenos HBV;

— mosBieHUe B kpoBu anti-HBs.

IIpopunakruka. Bkiodaer cremyromne Mepbl:

1. O6cnenoBanne Ha HBV nu HCV GepeMeHHBIX JKEHILUH.

2. Mcnonp3oBaHue Mpe3epBaTUBOB NPH MOJIOBBIX KOHTAKTAX J10 BCTYILICHHS
B Opak 1 B ceMbe, I7Ie OIMH 13 NapTHEPOB OOJIEH WK ABJIsIeTCs «HOocuTenem» HBV.

3. CobntoneHue npaBuil JINYHOM TMTHEHBI (MHIMBH/yalbHbIC CPEICTBA 00U-
xoma) B cembe OonpHOTO OI'B mmm XT'B.

4. Vcnionp30BaHue MpU MaHUKIOPE U MEIUKIOpe (Aake B CaJIOHaX, TapUKMa-
XEPCKHX) JTUYHBIX HAOOPOB MHCTPYMEHTOB (LIUITYMKH, HOXKHULIBI).

5. Wcnonp3oBaHre 0JHOPA30BHIX UIVI P MPOKAJIBIBAHUN YIIEH, IPH UIJIOY-
KaJibIBaHUU. TaTyax Jiydie MpOBOAUTH B CIEIUATU3UPOBAHHBIX KOCMETHYECKHX
CaJIoHax.

6. Bakuunanus nporus HBV.

OcHoBHasi Mepa 00pbObl ¢ HBV-uHdekumeli — akTUBHAsS WMMYyHH3AIMS.
IlepBble Bakuunbl npotus HBV, kommepuecku nocrynsele ¢ 1982 r, Obuiu Bak-
[IMHAMH, NTOTyYEHHBIMH U3 IUIa3Mbl 0€CCHMITOMHBIX XPOHUUECKHX («3HOPOBBIX))
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Hocutenert HBsAg. Otu nepBbie Bakuuubl mpotuB HBV Obutn npousseaeHs! mox
na3BanusiMu Heptavax B (Merck) u Hevac B (Institut Pasteur). B 1986 r. 6b11a pasz-
paboraHa nepBasi reHeTHUeCKH MoauduUIMpoBaHHas BakiuHa npotus HBV ¢ pe-
koMOuHaHTHBEIM HBSAg, 4To mpuBeno K MOSBICHHIO BTOPOTO HMOKOJICHUS BaKLWH
npotuB HBV, koTopble MONMHOCTEIO 3aMEHMIN BaKIMHEL, IOITyYEHHBIE U3 ILIa3MBl.
Pazpaborka texnonoruu pexom6bunantHoi JIHK s skcripeccun HBsAg B npox-
Kax, a MO3HEee U B KJIETKaX MICKONHUTAIOINX, OTKPbUIa MOTEHINAN AT TIPOU3BOA-
cTBa OOJNBIIMX KOJMYECTB BAKLMHBI. PEeKOMOWHAHTHbIE BaKIMHbI, [TOTYYEHHBIE U3
JPOXOKEH, KOTOPBIE SIBISIIOTCS HAaHOOJee MHUPOKO MCHOIb3yEeMbIMH, TIPOU3BOAATCS
myTeMm 3kcrpeccun oenka HBsAg B reneTnyecku Moau(UIMPOBAHHBIX JPOXKIKEBBIX
KJIeTKax, KoTopble copepkar reH S. HBsAg HBV camoopranmsyercs B Bupycoro-
nobubie yactuipl (VLP), 1 ero ucronb3oBaHue B Ka4eCTBE BaKIMHBI MPUBOIAUT K
3alIUTHOMY TIPOTHBOBHPYCHOMY HMMYHHTETY NpoTHB HH(pekiuid HBV.

Bruto mokazaHo, 4TO pa3iaMyYHbIE CXeMbl HMMYHHU3AIMU BbI3BIBAIOT YPOBHU
cepomporekuu 6onee 95 % y 3M0pOBBIX MIIAJICHLEB, NETEH U MOJOIBIX JIIOACH.
OpHaKo HCCIIeIOBaHUS MTOKA3aJIH, YTO Jroau > 40 jeT ¢ MeHblIe BeposSsTHOCTHIO
JIOCTHTAIOT CEPONPOTEKTHBHOIO OTBETA HA BAKIMHALMIO, U 3TOT IOKa3aTelb Ia-
naet 1o 60—-70 % y B3pocibix B Bo3pacte 60 ser u crapuie. OxupeHue, KypeHue,
BUY-undekuus, reneTudeckre GakTopbl U XpOHHUYECKUE 3a00JICBaHUS TAKIKE MO-
TYT NPUBOAUTH K O0Jee HU3KUM I10Ka3aTelsiM OTBeTa. PEeKOMOMHAHTHbIE YaCTHUIIbI
HBsAg omruaiorcst OT IpUPOAHBIX BUPYCHBIX YAaCTHI] OTCYTCTBHEM JIOMEHa preS
HBsAg u orcyTcTBHEM IIMKO3HJIMPOBAHUS M3-32 UX IIPOU3BOACTBA B JPOXIKAX.
HoBele BakmHbI (TpeThe MOKOIEHHE), OTyYSHHBIE U3 KIETOK MIIEKOITUTAIOIINX,
cofiep)KaT IIMKO3WJIMpoBaHHbIe Oenku pre-S1 u pre-S2 B gon0ONHEHHE K OCHOBHO-
My Oenky HBsAg. OxBarbiBast He ToabKo snutonn HBsSAg S, 3T BakIMHBI, a TaKKe
HEKOTOpbIe HOBBIE ()OPMYJIbI aABIOBAHTOB BaKIMH, KOTOPbIE ObLIN 1 HAXOAATCS B
pa3paboTke, okazanu cedst 0ojiee UMMYHOTCHHBIMH 110 CPABHEHHUIO C BaKIIMHAMU
BTOPOTO ITOKOJICHHS. XOTS MIOKa OHU CIIUILIKOM JIOPOTH, YTOOBI OBITH BKIFOYEHHBI-
MU B yHUBEpCaIbHBIE IPOrPpaMMBbl BAKIIMHALINH, JaHHBIE BAKIIMHBEI MOTYT o0ecIe-
YUTh 3AILUTY JIMIAM C 0CclIa0lIeHHBIM HMMYHHUTETOM U JIMI[aM, HE OTBEYAIOIUM Ha
BaKIMHY.

Ha nannsiit MoMeHT BakuuHbl npotuB HBV He3aBucuMO 0T pon3BoauTENs
B3aUMO3aMEHEMBI U IOCTYIHEI B BU/I€ MOHOBAJICHTHBIX (hOPMYII IJ1s1 7103 TIPU PO-
JKJIGHUH WJIU U1l BAKLIMHALIMK B3POCIIBIX JIML M3 TPYIIBI PHCKA, a TAKXKE B BHUJIE
KOMOMHHUPOBAHHBIX BaKIUH (HAIpUMeEp, BaKIMHA MPOTUB AU(TEPUH, CTOJIOHSKA,
KOKJIIOIIA, TeMO(HIbHOM MajJovykyu TUna b U MHAKTMBUPOBAHHAS ITOJIMOMMEIHT-
Hasl BakIIMHa). BakuHy IpHMEHSIOT TPEXKPaTHO: HOBTOPHOE BBENICHUE Yepe3 | u
6 MecsLeB, 4TO NIPUBOAUT K npoxykuun aHtu-HBs y 90 % u Gonee 310poBbIX pe-
LUNUEHTOB. BakinHa BBOANTCS BHYTPUMBIIIEYHO B ACTBETOBUAHYIO MBIIIIY HIIN
nepegHenaTepanlbHylo yacTh Oenpa B 1o3e 2,510 MKr 1i1s gereil.
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CeronHsi peKOMEHAYETCsI HECKOJIBKO BapHAaHTOB JA00aBICHUS BAKLIUHBI IPO-
tuB HBV Kk cymecTByromum rpadukaM UMMyHH3aluU MiajeHueB. s miuaneH-
LIEB CYMTACTCS LIENeCO00pa3HBIM HECKOJIbKO BApHAaHTOB: | (MOHOBAJNIGHTHAS) 1032
MIpU POXKAECHUH, 32 KOTOPOH CIeNyIOT JIMOO 2 J03bI MOHOBAJICHTHOW WM KOMOHU-
HUPOBAaHHOW BakuMHBI, conepkamieir HBsAg, B Bo3pacte 1 u 6 mecsues; uin B
Bo3pacte 2, 4 u 6 Mecsues; win B Bo3pacte 3, 5 u 11 mecsues; wiu B Bozpacre 8,
12, 16 nenenps u 12 unu 15 mecsnes; wiu B Bo3pacte 6, 10 u 14 Hexens, cortacHo
PacmmpenHoil nporpamMe ummyHuzanuu BO3.

Bakuunonpodunaktuka I'B B Pecnybnuke benapych Hauama ocymiect-
BaAThca ¢ 1993 . C 2000 r. 6buia OIpenesieHa OCHOBHAsI CTpaTerust U TaKTHKa
BaKI[MHALMY Ha cleqyroue 12 eT Kak cpeAu HaceJeHus B LIEJIOM B BUJE Bak-
LMHALMKM HOBOPOX/IEHHBIX CHayaja B NepBble 24 yaca KU3HH, 3aTeM B IEpPBbIC
12 yacoB XW3HHU, TaK M CPEAU OIPEACIICHHBIX I'PYNIN (HE MPUBHUTHIC MOAPOCTKH
13 net, otaenbHbIE IPOdeCCHOHATILHBIE PYIIIBI, JIUIA B O4arax napeHTepantbHbIX
BUPYCHBIX I'€lIaTUTOB U Ap.). B mocnenyromenm O onpeseneH NopsaoK UMMYHH-
3auuu nporuB HBV nereilt, poguBminxcs or HBSAg-mo3suTuBHbBIX MaTepei, iy
B PEKOMEH/IATEIbHOM MOPSIIKE U 10 AMUAEMUYECKUM NOKa3aHusAM. B HacTosmee
Bpems B PecnyOnuke benapych HakomseH OOJbIIONW ONBIT NMPUMEHEHHUS BAaKLWH
s npoduiaktuku ['B. OXBaT HOBOPOXKICHHBIX TEPBOW /1030M BAaKIMHBI MPO-
tiB HBV cocraBun: 2020 . — 97,3 %, 2021 . — 97,6 %, 2022 . — 97,8 %,
2023 . — 97,9 %. OxBat 3akoHUYeHHOH BakiHauen npotus HBV nereii nepsoro
roja xu3Hu coctaBui: 2020 . — 96,9 %, 2021 r. — 97,6 %, 2022 . — 97,9 %,
2023 . — 97,4 %. B HacTosiiee BpeMs B CTQJMU 3aBEPILEHUs HAXOTUTCS HOBast
penakiust HCTPYKIMM MO TaKTHKE UMMYHONPO(UIAKTUKN OTIENbHBIX MH(pEK-
IMOHHBIX 3a00seBanuii B PecryOnuke benapyce, rae B pasaene «TakTuka npose-
JIeHUs NpO(UIAKTUYECKUX NMPUBUBOK NPpOoTHB BI» mpemycMorpensl cienyromue
MO3ULINU:

1. IIpu npoBenenun BakuuHanuu npotus HBV nomycrumo npuMenenue co-
YETAHHBIX CXEM HCIIOIb30BAHMS MOHOBAJICHTHBIX M KOMOMHHPOBAHHBIX BAaKLHH,
conepxamux HBV-komnoneHT.

2. Jlo3a a1 MMMYHOKOMIIDOMETHPOBAHHBIX JIMLL, @ TaKKe MallueHTOB, Ha-
XOISIIMXCS Ha TeMoinanu3e (AUaau30Teparuy, IporpaMMHOM JUANIU3E), U PEry-
JISIPHO TOJIy4aroIIuX Ipenaparbl KPOBH, YBEJIHMUUBAETCSA B 2 pa3a MO CPABHEHUIO
CO CTaHJApTHOU J1030H B CPaBHEHMU C J030I1, OIPENEICHHON B COOTBETCTBUHU C
MHCTPYKLIHUEH MO0 MEIULUHCKOMY NMPUMEHEHHI0 MMMYHOOHOJIOTHYECKHX JIeKap-
CTBEHHBIX Ipenaparos (MJIII).

3. Hersim, ponusiinmcs o HBSAg-no3UTHBHBIX Marepei (He3aBUCHMO OT
Macchl Telna), B TedyeHre 12 yacoB nocie poxaenus sBoautcs I B-cneunpuuecknit
UMMYHOIJIOOYIIMH (COCO0 BBEACHUS U 1032 — COIVIACHO MHCTPYKIMU 10 MEJH-
LIMHCKOMY TPUMEHEHHIO) OJHOBPEMEHHO C MOHOBAJEHTHOW BaKLUMHON IpPOTHUB
HBYV B paznsie yuactku tena. [lanee B 1 mMecsy BBOAUTCS «HYIIEBas 1032 MOHO-
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BakuHbI mpotuB HBV. B nanpHeiimem Takue et NprBUBalOTCS B COOTBETCTBUN
C UHCTPYKLMEH 10 MEAUIIMHCKOMY IIPUMEHEHUIO HCIONb3YEMbIX KOMOMHUPOBaH-
HBIX BakuuH. Eciin uHCTpYyKIMeH Mo UX MEJULIMHCKOMY NPUMEHEHMIO HE Ompese-
JIEHA MHAas CXeMa UMMYHU3alluy, TO B JalbHEHIIEM OHU IPUBUBAIOTCS B BO3pAcTe
2, 3 u 4 mecsues (mpui. 4).

Henonomennsle aety, ubu Marepu HBsAg-cepoHeraTuBHbl, BaKIIMHUPYIOT-
Cs aHAJIOTHYHO JOHOIIEeHHBIM. HenoHomennsle ety npuBuBaroTcs nporus HBV
B IIepBble 12 4acoB MOCIIE POXKAEHMUS, IIPU 3TOM AETIM C MAcCOH Tella IpU POXKIE-
Huu menee 2000 T BBOAMTCA «HYJEBashH J03a BaKIMHBI, a 3aT€M C XPOHOJOTHUYE-
CKOTO BO3pacTa 1 Mecsl HauMHAIOT BakiuHauuto nporus HBV no crangaprHoit
4(3)-1030B0i1 cXeMe, B TOM YHCIIE C HCIOIb30BaHHEM KOMOMHUPOBAHHBIX BAKIIMH.
HenoHoleHHble JeTH, HE MIPUBUTHIE IIPU POXKAEHUU, JOJDKHBI ObITh BaKI[MHUPO-
BaHbl B BO3MO)KHO KpaT4allIne CPOKH B POJJIOME WIIM Ha BTOPOM 3Talle BBIXaXKU-
BaHUsL.

[lepeprIB B cxeme BaKIMHAINH HE TpeOyeT BO30OHOBIICHUS BCETO Kypca Ipo-
bunakTuueckux npuBUBOK. Ecau Kype npepsaH mocie nepBoii 103bl, BTOpas 103a
JIOJDKHA OBITH BBEJICHA KaK MOXKHO paHbLIe, a HHTEPBAJI MEXIy BTOPOMH, TpeThel n
4eTBEPTOH 103aMU JOJDKEH ObITh MUHMMYM 4 Henenu. Ecnu 3aepikaHo BBeeHUE
TOJIBKO YETBEPTOHN JI03bI, OHA TOJDKHA OBITH BBEIEHA KaK MOKHO PAHBIIIE 10 TOCTH-
MKEHHS BO3pacTa ABYX JET.

IIpu cocraBieHMM MHIUBHUIYaJbHOTO KaJleHAAps AOIYCTHMO HCIIOJIb30Ba-
HHUE TPeXI030BOH cXeMbl UMMyHU3auuu nporus HBV ¢ ydeToM MUHHMMAalbHBIX
HMHTEPBAJIOB MEX/ly BBEJICHUEM BaKLIMHbI. VIHTEpBaJl MEX/y BBEIEHHEM BaKI[MHbI
nporus HBV u I'B-uMmyHoroOynyHa cocTapiseT He 6osee 7 AHEH.

Heonaraabnblii I'B. IIpu Beprukansnom mytu nepenaun y 80-90 % nereit
dopmupyercs XI'B, B To BpeMs Kak IpU 3apakeHUHU JeTel B Bo3pacTe A0 6 JeT
puck pazsurust XI'B cocrasisier 30 %, a npy HHGULINPOBAHUHN B CTapIIeM BO3pac-
T€ 3TOT pUCK cHUKaeTcs 10 12 %. Ilepenadya undexuu niaony Opu pokAeHUU He
3aBHUCUT OT BPEMEHH 3apakeHHsI MaTepH BO BpeMs OGepeMeHHOCTH. OIHAKO PUCK
BpoxzaeHHoro I'B yBenuuuBaeTcs npu 3apaxenuu OepemenHoi B III cemectpe
u pocturaet 10 60 %. Puck XxpoHHuecKoid HeoHaTaIbHOH MH(PEKIMU CPeu Ie-
Teil, poquBmuxcs y HBeAg-nosutuBHeix Marepeil, nocturaetr 90 %, y HBeAg-
HEeraTUBHbIX — 0Kko0JI0 15 %.

ITytu nepenaun HBV-undekiuu ot Marepu peOeHKy:

— NpeHaTaJbHO (BHYTPUYTPOOHO WJIM TPAHCIUIALIEHTAPHO BCIEACTBHE IIO-
BpexJIeHUs (DETOIIALEHTAPHOIO KOMILIEKCa (OTCIOMKA IIALEHThl, (QeTomIaleH-
TapHas HeJJOCTATOYHOCTD));

— MHTpaHaTaJbHO (BO BPEMs POOB B PE3Y/bTAaTe KOHTAKTa C KPOBBIO, C CEK-
pPETOM POJIOBOrO KaHala;

— IIOCTHATAJIbHO (BO BpeMs yXoja 3a JAeTbMU WU IPU IPyAHOM BCKapMIIU-
BaHHH).
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Xots y uH(puupoBaHHbIX xeHIMH HBV Bbiensercs depes3 rpyaHoe Mo-
noko, BO3 He pekoMeHyeT OTKa3bIBaTbCsl OT IPYAHOr0 BckapmiuBaHus. Ho npu
octpoM I'B, a Taxke B cilyuae pa3BUTUS MAaCTHTa WM IIPU KPOBOTOUYHUBOCTHU CO-
CKOB I'DYJJHOE BCKapMJIMBAHUE CIIEIYET BPEMEHHO NIPEKPATUTb.

Kiaununyeckue nposiBijieHusi. Y OOJNBIIMHCTBA HOBOpOXKACHHBIX HBV mpo-
TeKaeT 0€CCUMIITOMHO, HO IIPH 5TOM Pa3BUBAETCSI XPOHUUECKAs CyOKIMHHYECKAs
UH(EKIHs, KOTopasi XapaKTepusyeTcsi CToikoi nupkynsiued HBsAg B kpoBu u
MIEPUOJMYECKH TOBBILIAIONIEHCS aKTUBHOCTBIO TpaHcaMuHa3. [1pu MaHupecTHBIX
(hopMax ImpeKeNTYIIHBII IEPHO OTCYTCTBYET, JKEJITyXa BEIpakeHa 1 ObICTPO Ha-
pacraert, BBIABIISIOTCA BSUIOCTh, OTCYTCTBUE allIETUTAa, CPhITMBaHUs, CyodeOprn-
TET, HapyIIeHne MPUOaBKHU Beca, reNaToIMeHAIBHBIA CHHIPOM, B3IyTHE JKUBOTA,
axoius, KIMHUKO-JIa00paTopHble NMPU3HAKK HAPYIICHUS MUTMEHTHOrO OOMEHa 1
reMopparuyeckoro cuHapoma. Penko 3aboneBaHMe NPOTEKAET MOJIHHUEHOCHO U
Jaxe ¢ JIeTalbHbIM UCcX0A0M. MonHueHOCHas (hopMa dallle BCTPEYaeTCs Y HOBO-
POKICHHBIX I€TEH, MaTepy KOTOPBIX SIBJISIOTCS XpOHIMUEeCKUMH HocuTesivu HBV.

Jluaenoz neonaranpHoi HBV-undexkuum ycraHaBmuBaercss ¢ I[IOMO-
mpto onpenenenus ypoHs HBsAg, HBeAg, anti-HBe u konudectBeHHOro
onpexnencuust DNA HBV B kpoBu. JlononHuTenbHbIe Ha4aIbHBIE 00CIIEIOBAHUS
BkitouaroT OAK ¢ mnozcueTrom TpoMOOUMTOB, HMccienoBanue ypoBHeit ATAT u
a-¢eronporenHa, koaryinorpaMmmy 1 Y31 neueHu.

Jleyenne. B seueHnn HEOOXOOMMBIMH SIBIISIOTCS STHOTPOIHAS, CHMIITO-
MaTUuecKas Tepanus U ajiekBaTHoe muraHue. Y gereil ¢ XI'B MoxeT ObITh 3¢h-
(eKTUBHBIM Ha3Ha4Ye€HHE IPOTHUBOBHPYCHBIX MpENaparoB (TaMHBYIMH B J03€
3 Mr/Kr/ cyTKH), HO Ha3HA4YaTh UX CIIEAYET TOJIBKO NOCIE KOHCYIBTAIMU C IETCKUM
TenaTooroM.

Hpopunaxruka. OcHoBa NPOPUIAKTUKN — BaKIMHALUSA HEUMMYHBIX KEH-
IIMH IPY MIIAHUPOBAHUH WJIM BO BpeMsI OepeMEHHOCTH PeKOMOMHAHTHBIMY BaKIIU-
Hamu. B 2019 r. npodunaxruka nepegaun HBV ot marepu pebeHKy ObL1a ycuineHa
BKJIIOUEHHEM JTara JedeHHus: TeHOGOBUPOM y OEpeMEHHBIX C YPOBHEM BUPYCHOM
Harpy3ku DNA HBV 6onee 200 000 ME/mu1.

BepemMeHHbIe KEHIIMHBI B TIEPBOM TPUMECTpE OEPEMEHHOCTH, a TAKXKe B
cpoke recranuu 28—30 Henens obcnenyrorcs Ha Hanuuue HBsAg HBV B mnasme
KpOBH, ¢ ocnexaytouum onpeneneauem BH HBV.

Bepemennsim xenmunam ¢ yposaieM BH HBV 6onee 200 000 ME/mn win
koHnenrpauueit HBsAg 6onee 10000 ME/mn ¢ 24-28 Henenu GepeMEHHOCTH B
nensx npodunaktuku nepegadn HBV ot marepu peOGeHKy HazHayaroT TeHO(OBUP.
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I'EITATUT D

T'enatur D — anTponoHO3HAs MH(EKLHs, PACIPOCTPAHEHA TIOBCEMECTHO,
XapaKTepHU3yeTCsl BBICOKOW CTENEHbIO XPOHU3AIMH, C MTOCIEIYIOIUM Pa3BUTHEM
nuppo3a neuenu u ['TK.

Jrtuonarorene3. Bo Bcem mupe HDV 3apaxkeno noutu 5 % Bcex mofeit ¢
XI'B. HDV — enuHCTBEHHBIH YHHKAJIbHBIH BUPYCOMOMOOHBIN areHT (OH 3aHHU-
MaeT MPOMEXYTOYHOE IOJIOKEHHE MEXJY BHPYCaMH >KMBOTHBIX M pacTEHH).
JlocToBepHO HEU3BECTHO, KAK OH MOSBWJICS, BO3MOYKHO, YTO K ATOMY MOIVIM NPH-
BECTH pa3pbIBbl U IIepepacrpeesieHue T'€HEeTHYECKOro Marepuana B BUpYycax
pactenmii (Bupouaax) u ydactkax marpuunoid PHK uenoeka. HDV — Bupyc
¢ onHouenodeuHor konbreBoii PHK ouennp manenbkoro pasmepa. OH siBiseTcs
BUPYCOM-CATEJUINTOM U HE MOXKET CaMOCTOSTEIBHO BOCIPOM3BOAUTE ceds. s
XKHU3HHU M Pa3BUTHUS eMy 00s13aTenbHO Tpedyercs noMmoiHuk — HBV. Beinenstor
8 TeHOTHIIOB BUpYCa, KOTOPBIE MMEIOT Pa3InyHOe IO reorpaduu pacmpocTpaHe-
Hue. [lepBblil reHOTHII HanboOJIee pacIpOCTpaHeH, OH BcTpedyaercs B Poccuiickoit
®enepanyn, EBporie u CeBepHolt AMepuke. XapakTepu3yercs cambIM HeOaro-
MPUATHBIM TEYEHHEM U IUIOXO TOIJaeTcs JedeHuto. Bropoil reHoTun BcTpeda-
ercs mpeumymiecTBeHHO B Asmun, Erunte, bamwknem Bocroke n SAxyrun. Tpernit
reHotun pacnpocrpaHeH B HOxHOH Amepuke W MMeeT 4acTo HeOIaronpusiTHoe
TeueHne. UeTBepTrlit reHOTHN BeTpewyaercs B Snmonnn, Kutae, B Tom umcne Ha
TaiiBane. [1ATBIIi-BOCHMOI1 T€HOTHITBI B OCHOBHOM IpeoOnanaior B Adpuke, HO
BCE OHH OTHOCATCS K offHOMY cepotuny. HDV criocoOGeH pasMHOXKAaThCS B KIIETKAaX
[IEYSHH TOJIBKO B IPUCYTCTBUH Bupyca HBV, T. K. 11151 BbIX0A M3 KIIETKH YaCTHUIIbI
HDV ucnons3ytor HBV. UnduinmpoBanue npoucxoauT mapeHTepaIbHBIM IIyTEM,
IIyTH NIepeayy Takue xke, kKak u npu HBV.

Brinenstror aBa BapuaHTa WHOGUIMPOBAaHUS: 1) OOHOBPEMEHHO C 3apae-
nuem HBV — koundexuus; 2) nmocne 3apaxenuss HBV — cynepundexuus.
Koungexnuss HDV u HBV cuuraercs nHaubonee tspkenoit gopmoit XI' BBUAY
6onee crpemurensHoro passutus I'TIK. HDV oOnagaeT BbIpa)KeHHBIM LUTOIA-
TOTEHHBIM JAelicTBHeM. Jlenpra-anTureH, kak u antureHsl HBV, moxer skcnpec-
CUpOBaThCsl HA MEMOpaHy rernaTonyuTa 1 MHUIUHPOBATh UIMMYHOIIATOJIOTHUECKUI
oTBeT. B skcniepuMenTe noka3ana criocooHocth HDV BbI3bIBaThH ayTOMMMYHHbBIC
peaxiu, 3To JaeT OCHOBaHKWE PacCMaTpPHUBaTh €ro B Ka4eCTBE OJHOTO U3 (hakTopoB
pa3BUTHs ayTOUMMYHHOTO renatura. K rpymnmne pucka OTHOCATCS MALUEHTHI C re-
MAaTOJIOTMYECKUMHU, OHKOJIOTMYECKUMHU 3a00JIeBaHUAME, HAXO/SIIUECs Ha JAUAIIU-
3e, U HapKoMaHkbl. [lepenada oT MaTepu peGeHKY peIko IPOUCXOIUT TPAHCIIIALCH-
TapHBIM IIyTEM JI00 B IPOLIECCE POIOB B CiIydae TPaBMaTHU3aLUH ITOJIOBBIX IyTel
1 KOHTaKTa KPOBU MaTepH ¢ KPOBBIO mioza. VHKyOalMOHHBIH epruoA JUIUTCS OT
3 1o 7 Henenb.
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Kinnuyeckue nposiBieHusi HanomuHaoT K1MHUKY HBV, onnako Teuenmne
3a0os1eBaHus, KaK MpaBuilo, Oonee Tsokenoe. XapakTepHO OCTPOE Hayaslo, HHTOK-
CHKaIlH, BEICOKas TEMIIEpaTypa Tela, YacThle 00IH B CycTaBax, B IPOCKINH IIede-
HU WJIM SIIATACTPUH, KenTyxa. [Ipu MosBIeHNN U YCUIICHUH JKENTYXH YXyALIaeTcs
CaMO4YyBCTBHE, HACTYIIACT HHTOKCHUKAIHS, [UINTEILHO coXpaHsercs cydodeopuu-
TEeT, YCWJIMBAIOTCS OOJNM B MPaBOM IMojpedepbe, Yalle MOsBISIOTCS YPTUKapHbIe
BBICHINaHUs U cruieHoMmeranust. OcobeHHocThi0 ['D siBsieTcst BOITHOOOpa3Hoe Te-
YEeHHE C KIMHUKO-OMOXMMHUYECKHMHU WIH TOJIBKO OMOXMMHUYECKHMMHU 000CTpEHHMS-
MU yepes 23 Henenu. Hayano Gonesnu coBnaaer ¢ akruBauueit HBV, a mosrop-
Has BosHa — ¢ aktuBanueil HDV u nopasnenunem pemnkanuu HBV.

TeueHne OTHOCUTENBHO HOOPOKAYECTBEHHOE, IIPOTEKACT B CPEIHETSDKEIIOM
(hopme, O1HAKO, MOXKET BbI3BATH TSDKEJIBIH TEMAaTHT C BBICOKMM PUCKOM Pa3BUTHS
MOJIHHEHOCHOTO TematnTa. OOBIYHO MPOMCXOANT IMONHOE BBI3IOPOBICHHUE, Pas-
BUTHE (PyIBMUHAHTHOTO IeNaTUTa MPOUCXOAUT HewacTo (okojo 2 %), a XpOHH-
yeckas Gopma I'D passuBaercs penko (MeHee 5 % CiydaeB OCTPOTO TelaTHTa).
W3 Bcex (ynbMHHAHTHBIX renatuToB 75 % ciy4aeB MO STHOJIOTHH CBS3aHBI C
HDV-un¢exuuei, 1etalsHOCTb Ipu KOTopoM cocTasiseT 20 %. OynpMuHaHTHBINR
rernaTuT pa3BUBAETCS NpU CynepuHGeKIMn 1K npu kouHdexunu. Knunnueckue
nposiBieHnst aHanorumdusl ['B. Ilepron BbIpaskeHHBIX CHMITOMOB HHTOKCHKA-
LMY — JJIUTEJIbHBIA, a KOMaTO3HbII MepUoJ — HE CTOJIb MOJHHUEHOCEH, I103TO-
My IpPU3HAKH TeNaTOLEUTIONISIPHON HEIOCTaTOYHOCTH W KOMBI Pa3BUBAIOTCS B
Gonee mo3gHUEe Cpoku — Ha 2-3-i Hezmene. I'eMopparuueckuil CHHAPOM BbIpa-
JKeH M OCTOosHEeH. OTinuns OHOXUMHYECKNX ToKa3aTeaeld He HaOIIomaloTcsl, pu
D-konndexunu ¢ nepBeIx JHEH 3a00JieBaHUs YBEIMYUBACTCS 3HaUCHHE THMOJIO-
Boii mpoObl. [Ipu HapacTaHMU TSHKECTH 3a00JI€BaHUSI CHUKAETCS TPOTPOMOUHO-
BbIi uHIEeKC. W3 Bcex (yabMUHAHTHBIX renatutoB 75 % ciydaeB 10 STHOJIOTHUH
cesizanbl ¢ HDV-undekuueii. JleranpHocts npu ynsMuHanTHOM ['D cocraBisieT
20 %. B ciydae pa3BUTHS NEYEHOYHON HEAOCTATOYHOCTH C SIBICHUSMHU I1€UEHOY-
HOU 3HIE(AIONaTUH TUarHo3 GOPMYIHPYIOT CIEAYIOMIMM 00pa3oM: ocTpslii ['B ¢
HDV (xoundekuus) ¢ ne4eHOYHON KOMOH.

Ipu cynepundexuun HDV + HBV oTmedaroT KOpoTKuii HHKYOAlIMOHHBIN
W TpeKENTYIIHbIA nepuoasl (3—5 aHeil) ¢ BBICOKOH JIMXOPAIKOH, BBIPAXKEH-
HOW MHTOKCHKAIIMEH, MOBTOPHOI PBOTO, OOJIEBBIM CHHIPOMOM, apTPalTHUsSMHU.
XapakTepHbl BbIpOKEHHAs JKEJITyXd, Pa3BUTHUE OTEYHO-aCIIUTHYECKOTO CHHAPO-
Ma, BBIPQKEHHAs TelaToCIUICHOMETANIUsI, MOBTOPHbIE KIMHHKO-JIabOpaTopHbIE
oboctpenus. Ilpm naHHOM BapHaHTE BO3MOXHO Pa3BUTHE 3JI0KAYE€CTBEHHOU
(pynpmMuHAHTHOIT) POPMBI 3a00JICBaHHUS C JIETAIBHBIM HCXOJI0M. B oTinuue ot ko-
uHEKIH, CIOHTaHHas auMuHamsa HDV npoucxoauT Tonbko y He3HaYUTEIbHO-
TO KOJINYECTBA ManneHToB. Kak mpaBHiIo, OCTPHIN IrelaTHT ¢ KOPOTKUM MHKYOAIH-
OHHBIM IIEpUOIOM NPUBOAUT K XpoHuueckomy I'D B 80 % ciyuaeB. XpoHuueckas
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MHQEKIHS BbI3BIBACT YCKOPEHHOE MporpeccupoBanue Gprudpo3a 1 paHHIOK JEKOM-
[IEHCALMIO IPH HAIWYUU [IUPPO3a.

JInarnocruka. OnopHble auarHocTudeckue npusHaku ['D — naxHBIE O
MapeHTepalbHbIX BMELIATENIbCTBAX 3a 1—6 MecsleB a0 NOsABICHUS OONe3HH U
HEOOBIYHO TSDKETOE ee TedeHHe, JBYXBOIHOBOW Xapakrep rumnephepMeHTEMHH,
000CTpeHus KENTYXU UM HeoObldHOE TeueHue Oone3Hu y Hocuteneid HBsAg.
Kaxngprit manmenT ¢ nonoxurensbasiM HBsAg momken mpoittm tect ma HDV.
[lepBbIM TMArHOCTUYECKUM 3TAIllOM 4YacTo sBIseTcs TecT Ha aHTuTesna HDYV, 3a
KoTOpbIM cienyeT TecT Ha RNA HDV.

Jleyenue. /s nedenus I'D oOb14HO pekoMeHayeTcs Ha3HaueHue PegINF-a.
JleueHue OMKHO AMUTHCS HE MeHee 48 Hezlelb, HE3aBUCUMO OT PEaKLUY MalUeH-
Ta. O61MIi ypOBEHb YCTOHUMBOIO BUPYCONIOTHUECKOIO OTBETA SIBISIETCS HUKUM,
OJTHAKO 3Ta CXeMa JICYCHHUs CBsI3aHa C MEHbLIEH BEpOATHOCTBIO MPOrPeccHpoBa-
Hus 3aboneBaHus. OJHUM M3 HOBBIX NEPCIEKTHBHBIX JIEKAPCTBEHHBIX CPEICTB
st nedennst I'D sBnsiercs Oynesuptun. Hyxiieo3(T)uaHble aHAIOTH CYUTAIOTCS
HeadexkruBHbIME TpU seueHHH ['D, MOCKOIbKY B KpaTKOCPOYHOW IEPCIIEKTUBE
OoHM He npenoTBpamaioT pemwtukanuio HDV, B otmrmune or HBV. Kpome Toro, nx
UCIIOIb30BAHUE MOXKET IIPUBECTU K MOSBIEHUIO ycTodunBocTH K HBV, 1 310 MO-
KET UMETh HEU3BECTHBIE IIOCJIEACTBUS JUIs BBICBOOOXKICHUS 1 perukaimu HDV.
HoBble BapHaHTHI JICUCHHS BKITIOYAIOT HHITHOUTOP NPEHUINPOBaHusI — JoHadap-
HUO, MONMMMEphl HYKIEMHOBBIX KHCIOT M MHTMOWTOp NMpoHHMKHOBeHHs HBV —
Mmupkiyaexc B u A-untepdepon.

TTockoneky HDV siBnsiercs Bupycom-caresuutom HBV, addexruBHoit me-
poii mpenynpexaenus nepenaun HDV sBnsercs npodunaktuka nepenaun HBV.

I'EINATHAT C

I'enatutr C — nndexronHoe 3ab0neBanue, BEI3BIBAEMOE BUPYCOM, C TeMO-
KOHTAKTHBIM MEXaHH3MOM IIepefad, poTeKaroliee NpeuMyIIeCTBEHHO KaK Xpo-
HU4YecKass HH(EKIUS ¢ 4acThIM pa3BuTHeM nupposa neuenu u ['TIK.

Itunogaorusi. HCV orHocurcs k cemeiictBy Flaviviridae, pony Hepacivirus.
Ha ocHoBaHuM moci€10BaTeNbHOCTH HYKIEHHOBBIX KHCIOT BBIAEISIOT 8 IeHO-
TUNOB, 3 U3 KOTOPBIX MMeIOT cyotunsl. Ha tepputopun Pecnybnuku benapych
MIPENMYIIIECTBEHHO pacnpocTpaHeHsl reHoTunsl 1, 2 u 3. OmnpeneneHne reHoTh-
II0B MMEET OOJIbLIOE 3HAUCHHE [T Ha3HAUEHHsI Kypca JIeUeHH s, TIPOrHO3UPOBAHUS
TedeHust 3a001eBaHus U ISl AMUAEMHUONIOrndeckoro Mmouutoputra. [enom HCV
IIpeZicTaBlIeH OMHOHNTEBOM MuHeltHOH mroc-PHK, nmokpeit kancuaom (puc. 5).
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Cynepkancug

Kancug

+ssRNA

MmukonpotenHsl E1/E2

Puc. 5. Crpoenne Bupuona HCV

Hykneoxancun umeer kyondeckuil Tun cummetpun. CHapyXu BUPHOH OKpY-
JKeH JIMIHAHBIM cyrepkancuaoM ¢ OenxoBbiMu BbicTynmamu El u E2. B reHome
BUpyca 3ammdppoBaHa cTpykTypa 9 6enkoB (3 CTPYKTYpHBIX M 6 HECTPYKTYPHBIX).
B mporecce penpoxyKIMK BUpyca Ha pUOOCOMAaX CHHTE3UPYETCsl MOJIEKyIa-TIpei-
LIECTBEHHUK (TIOJMIENTH), KOTOpas Hape3aeTcs Ha CTPYKTYpPHbBIE M HECTPYKTYp-
nble Oenku. K crpykrypusim Oenxam HCV orHocatcs: 6enok C — HyKI€OKancua-
Hblld (core — cepaueBuna) p21/p22 (HCc-anturen); 6enok E1 — memOpaHHBIi,
CyHepKarCHIHbIA Wi o0osoueyHslid 6enok (envelope — obomouka) gp35; Oenox
E2 — noBepXHOCTHBIN, CynepKancuIHbIil uin obonodednsiii Oenok gp70. benku
El n E2 obecreunBaroT CBS3bIBAHHE BUpyca ¢ KIETKOH M IPOHUKHOBEHHE B HEe.
Hectpykrypubimu Oenkamu HCV sBnstores: Oenok NS1 (p7) — mporeasa; 6enok
NS2 (p23) — TpancmemOpanHblii 6ernok; 6estok NS3 (p70) — nporeasa, XenuKasa;
6enox NS4A (p8) — ko-¢pakrop apyrux 6eikoB; 6enok NS4B (p27) — ko-dakrop
npyrux OenkoB; 6enok NS5A (p56/58) — 0enok pe3suCTeHTHOCTH K UHTEp(EpOHY;
6enox NS5B (p68) — PHK-nonumepasa. Bupronst HCV MoryT pernnmuupoBarbest
TaKKe U B IPYTUX KIETKaX (BHEMIEUCHOYHAS! PEIUTMKALHS): B KIIETKAX MOHOHYKIIEap-
HOTO psJa, KOCTHOTO MO3Ta, SMUTEINAIbHBIX KJIETKAaX SK30KPUHHBIX XKeJe3, SHI0Te-
JIMH COCYHOB, TKaHSIX CEPALa U TOJIOBHOTO MO3Ta, IPOBOLHPYS TSOKENBIC COITYTCTBY-
Io1IMe 3a005eBaHus (BACKYJIUTBI, APTPUTHI, TIOTUMUO3UT, SHIEPATONATHH ).

Onuaemuonorus. crounukom HCV y nereil sBinsiercss nHGUUMPOBaHHbIH
yenoBek. [IyTu pacnipoctpaneHus HHPEKIMU Y AeTeil — napeHTepaibHbIil U Bep-
TUKaJIbHBIN (0T MaTepu miaoay). OcHOBHbIMU (pakTOpamu nepenadu Bo30yauTeIIs
SIBIISIETCSI KPOBBh M €€ KOMIOHEHTHI. JleTn u mompocTku MoryT 3apasuthest HCV
IIPY HEIOCPEACTBEHHOM KOHTaKTe ¢ MH(MHIIMPOBAHHON KPOBBIO MM e¢ Iperapa-
TaMH NP CTOMATOJIOTNYECKUX U IPYTHX MEIULMHCKUX OTEPATUBHBIX U HHBEKIH-

48



OHHBIX BMEIIATEbCTBAX, TEMOJUAIN3E, TPAHCIUIAHTALIUN OPTaHoB, FreMoTpaHchy-
3UM U MEperBaHUM IPEenapaToB KPOBH, MPOLELYpP, CBI3aHHBIX C ITOBPEXKICHUEM
KOKHBIX TTOKPOBOB (TaTyHPOBKH, IUPCUHT, MAaHHUKIOP), @ TAKKE IIPH COBMECTHOM
HCIOJIb30BaHUN WHBEKLIMOHHOTO WHCTPYMEHTA IPHU YHOTPEOJCHUH WHBEKLMOH-
HbIX HapKoTHKOB. HCV Taxke MOXeT rnepeaaBaTbes OT MHQUIUPOBAHHON MaTepH
peOeHKy, a Tak)ke NP HEe3aLUIEHHBIX MOJIOBBIX KOHTAKTaX ¢ HHPHUIUPOBAHHBIM
naptHepoM. YacToTa nepruHaTanbHOM nepenayn Bupyca renarutra C (B popax, npu
MIPOXOXKIACHUU PEOCHKOM POMOBBIX IyTeH MH(UIMPOBAHHOI Marepu) COCTaBIIs-
eT npuMmepHo 5 %. IIpn Hammumn y GepeMeHHOH >keHIMHBI KonHpekunn HCV
u BUY crenens pucka ununuposanus pedenka HCV Bospacraer B 3—4 pasa.
OpHako 3T MEXaHU3MBI Tepenadr HHOEKIUN SIBIAI0TCS MEHee paclpoCTpaHeH-
HeiMu. ['C He nepenaeTcs yepes IrpyJHOE MOJIOKO, ITUIIEBbIe TPOIYKThI, BOAY HJIU
py OBITOBBIX KOHTAKTaX, HAIPHUMEP, OOBATHUSIX, HOLETYSIX X COBMECTHOM IIPH-
€Me MUY ¥ HAIIUTKOB C HH(HUIIMPOBAHHBIM JIHLIOM.

I'C — BocmanuTeNnbHBIN MPOLECC B MAPEHXUME MEUYEHH MPU UHPHUIUPOBaA-
nun HCV napenTepanbHbIM ITyTeM. Bupyc MoXeT BBI3bIBaTh KaK OCTPBIH, Tak U
XPOHHUYECKHH TENaTHT, KOTOPbIi MOXKET MPOTEKATh B JIETKOH (hopMe WM MPHBO-
JTIUTH K LIUPPO3Y, IE4EHOYHON HEZI0CTAaTOYHOCTH U 3I0Ka4eCTBEHHBIM HOBOOOpa3o-
BaHUSM. B cTpykType ocTpbIx renatutoB y aeteit 1o 14 et Ha octpsrii ['C npuxo-
nutes okono 1 %, cpeiu XpOHWYEeCKUX BUPYCHBIX renatutoB — a0 41 %.

XI'C — 3abonesanne neuenu, Bei3BanHoe HCV, mautensHOCTRIO 6 M O0mee
Mmecsues. [lockonbky 3a0oneBanue neuenu, Bei3BanHoe HCV, o0p14HO mporpeccu-
PYeT MeIUIEHHO, Cephe3HbIE TIOCIEACTBUSA, Takue Kak nuppo3 wim 'K, B nerckom
Bo3pacte BeTpeuatoTcs peaxo. HCV, npuoOpeTeHHBIN B MIiaJeHYeCTBE/JeTCTBE
(00BIUHO B pe3yabTare NepUHATAILHOW Tepeadn), Yalle BCero MPOXOIUT CIOH-
TaHHO, IIPU STOM I10Ka3aTeNy CIIOHTAaHHOTO u3JiedeHus konebitorcs ot 20 1o 45 %.

Xots pacnipoctpaneHHocts XI'C y gereit HUxe, 4eM y B3pOCIBIX, MO OLEH-
Kam, ot 3,5 no 5 muH gereii Bo BceM mupe umeror XI'C. Jlannsie HanponansHoro
oOcnenoBanus coctosiuusi 310poBbsi U nutaHus (NHANES) nokasbeiBarot, 4to
0,2 % nereit B Bo3pacte ot 6 1o 11 ner (31 Toic. nereit) u 0,4 % nereit B Bo3pacre
ot 12 no 19 ner (101 Thic. mompocTtkoB) B CIA sBnstrorcss Hocurensmu HCV
no Hanuuuto antutell k HCV. B nocnennee Bpems B CIIIA BbI3bIBacT 03a00ucH-
HOCTB TOT (hakT, YTO pacTeT ypoBeHb ocTporo I'C cpeay MOIOAEeKH, 0COOEHHO B
npuropogax. Jlo mosiBJIeHUs] pyTHHHOTO CKPUHUHTA MIPENapaToB KPOBU, KOTOPBIi
B CIIIA nauancs B Hadane 1990-x rr., pacnpoctpanenHocts mapkepoB HCV ot-
Meuanack Ha ypoBHe oT 50 10 95 % y nuu, mojay4aBUIMX MpernapaTbl KPOBH JJIS
JIeYeHNs TaaCCeMUH WM TeMO(UINHL.

Bo Bcem Mupe cymiecTByIOT reorpauueckue pasiiuyHs B paclpocTpa-
HenHoctu mapkepoB HCV y nerelt, mpu4MHBI KOTOPBIX 10 KOHIA HE TOHSTHI.
HUccnenosanus, nposeneHHble B Hauase 1990-X IT., KOTOpbIe BKIIIOYAIIN MOMYISLIUT
JieTei, MOABEPTIINXCS BO3AEHCTBHIO 3arPsI3HEHHBIX IPOIYKTOB KPOBH, TIOKA3aJIH,
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YTO [OKA3aTeN PacIpoCTpaHeHHOCTH BapbupytoTes ot 0 % B SAnonuu u TaiiBane,
0,4 % — B Uranum, 0,6 % — B Mamnaiizuu, 0,9 % — B Caynosckoii ApaBuy,
1,4 % — B Mongnose u 1o 14,5 % — B Kamepyne. Ilepunaranbnas nepenada
sBJsieTcs HanboJiee pacrpocTpaHeHHbIM UcTouHNKOM HHOeknuu HCV y nereid,
Ha noiro kotopor B CIIA npuxonutcs Gonee 1500 HOBBIX ciydaeB B roOf, XOTS
MHOTHE U3 3THX CIIy4aeB OCTAIOTCS BEpOSATHO HEIMArHOCTUPOBaHHBIMU. YacToTa
BeprukanpHOi nepeaaun HCV cocrasnsger npumepno ot 1 1o 5 % y HCV-PHK-
MO3UTHUBHBIX MaTepel, MpUYEeM CaMblil BBICOKMI PUCK y Marepeid ¢ Beicokod BH
HCV. Puck eme Oombliie BO3pacTaeT y MaTepeii ¢ HeneueHHoW konHdekiuein BUY.
Jlpyrue Jroay 3apaxatoTcsl B IIOJPOCTKOBOM BO3PAacTe B Pe3y/bTaTe OBEACHUS C
BBICOKHM PUCKOM, TAKOTO KaK BHYTPUBEHHOE WJIM HHTPaHa3aIbHOE YIOTpeOneHne
HApKOTUKOB U UCIOJIb30BaHUE 00LIEr0 000pyI0BaHUs [ HAHECEHUS TaTyHPOBOK.

Onuaemuonorus napexiurn HCV B pa3BUTHIX CTpaHaX B COBPEMEHHBIX yC-
JIOBUSIX MEHSAETCS. JTO M3MEHEHHE OTYACTH CBSA3aHO C YCTPAHEHHEM IeraTHTa,
CBSI3aHHOTO C TIepPENMBaHNUEM KPOBH, O1arogaps nporpaMmMaM CKpHHHUHTA JOHOPOB
kpoBu. Kpome TOro, Heckonbko (hakTOpoB, BO3MOXKHO, CIIOCOOCTBOBAIIM CHIKE-
HUIO BEPTUKAIBHOM Nepenadu, HabloaaeMoMy B HEKOTOPBIX IPYIIaxX HaCeJICHNUSI.
OpHuM U3 Takux (akTopoB SBISAETCS TO, 4TO Onarogaps npoUIaKTHYECKUM KOM-
MaHUSAM MEHBIIIE )KEHIIUH JeTOPOAHOTo Bo3pacta uHpuuupyrrcs HCV; npyrue
(hakTOpPBI BKIIIOUAIOT CTAPEHUE KEHIIMH, MHOUIIMPOBAHHBIX B pe3yJibTaTe Iepeliu-
BaHUS KPOBH, U U3MEHEHHE MOJesIel 3/10ynoTpeOeHnsT HapKOTHKOB. Kpome Toro,
aHTHUpeTpOBUpYyCcHas Tepanus y skeHIUH ¢ I'C, konndunuposanusix BUY, cHu-
JKaeT 4aCTOTy BEPTHKAIBLHOM Nepenadn MH(EKIUN OT KEHIIH, HHQUIMPOBaHHBIX
HCV. [osiBnenue BbICOKO3(h(GEKTUBHBIX IPOTHBOBUPYCHBIX MPENAapaToOB IPSMOTro
neiictus s aedeHus I'C moTeHIManbHO MOXKET elle OoJbIe CHU3UTH IoKa3aTe-
11 3a6oneBaemocty I'C y sKEHIIMH PerpoayKTUBHOIO BO3pAcTa.

EctectBennoe teuenne I'C y nereit n3ydeHo He moiaHoCThIO. [lockonbky 3a-
GoneBaHUE OOBIYHO NPOrPECCUPYET MEIJIEHHO, CEPhE3HBIE MOCIEICTBUS, TAKUE KaK
uuppo3 wim 'K, B gerckoMm Bo3pacte Habmonarorces peaxo. Cnenyromue o0ume
HaOMrofeHUs! ObLIX MOTYYEHB B PE3YNIbTaTe U3yUeHUs] €CTECTBEHHON UCTOPUH Y JIe-
Tei. YCTaHOBIICHO, YTO MH(EKINH, TPUOOPETEHHBIC B MJIaJIcHYeCTBE (JINOO TTyTeM
TIepeJIMBaHUsI KPOBH, JIMOO B pe3yibTaTe NeprHaTAIbHON Iepeaadn), ¢ HaubombIen
BEPOSATHOCTBIO MPOXOST CIOHTaHHO, MPUYEM I10Ka3aTeNln CIIOHTAHHOTO KIIMpEHca
BapbupytoTcs oT 20 10 45 %. Y mauueHToB ¢ epHHaTanbHO npuodpereHHbM I'C
MOKa3aTeNy KJIMPEHCa HaXOAATCs Ha HWKHEH rpaHuLie 9Toro quanasona. Hanporus,
I'C, npuoGpeTeHHbIi B 6oiee O3HEM BO3PACTe, C MEHbILENH BEPOSATHOCTBIO IIPOM-
JeT caMOINIPON3BONBHO. IlepuHaTabHO MPHOOPETEHHBII WII BEPTHUKAIBHO Iepeaa-
BaeMblil HCV sBIsieTCsl OCHOBHBIM IIyTe€M HOBBIX MH(EKLUH y IeTei B pa3BUTHIX
cTpanax. Puck nepenaun Bupyca ot uHduiuposanHoi ['C keHIIMHBI ee peOeHKY
cocTaBisieT oT 1 10 5 %, nmpuueM 6osee BHICOKUE NOKA3aTENU HAOMIONAI0TCS, €CIIU
Marb KouHpunuposaHa BUY-undexiumeit. HQUIMpoBaHHBIE MIIaIeHIIBI O0BIYHO
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HMEIOT IOBBIICHHBIH YPOBEHb CHIBOPOTOYHBIX aMUHOTpaHc(epas B TEUeHHE He-
CKOJIBKHX JIET, KOTOPbIE C TEYEHHEM BPEMEHH YacTO CTaHOBATCS HOPMaJIbHBIMU.
Ot 10 mo 20 % nereii ¢ nepuHaransHo mpuodpereHHoi nudexuneir HCV u3bapmus-
I0TCS OT BUpYyCa B TEUSHHUE MIEPBBIX ABYX JIET Ku3HU. [Ipearnonaraemple moka3arenu
CIOHTAHHOTO KJIMPEHCa Pa3jInyaloTcsi, BEPOATHO, U3-3a TOTO, YTO ISl ONPEACIICHUS
MHQUIIMPOBAHHOTO CTAaTyca IPU POXKICHUM HCIONB3YIOTCS pa3Hble CTaHAAPTHI.
[louru Bce neTH, y KOTOPBIX COXPAHSETCS BUPEMHUs TOCIE ABYXJIETHETO BO3pacTa,
HUMEIOT XPOHUYECKHUN IeraTuT.

BbIIBII€HO HECKONBKO APYTUX (HaKTOPOB, CBSI3aHHBIX C IPOrPECCHPOBAHNEM
3a0oseBaHys, BKJIOYas MMMYyHocyrnpeccuto (Bciencrsue BUY-undexuun wmu
JPYTHX IPUYHH), XPOHUIECKOE YIOTPeOIeHNE AJIKOTOMIS, OKUPEHHE H, BO3MOXKHO,
BUpycHble (akTopbl. Puck nepenaun I'C monoBbIM ImyTeM CUMTAETCs O4€Hb HU3-
knm/penkuM. Ilepenada MoMOBBIM ITyTeM MTPOUCXOAUT, HO, KaK MPaBHIIO, MAJIOBE-
posiTHa, 3a uckiIrodeHrneM BUU-uHQUIMPOBAHHBIX MY>KYUH, UMEIOLINX HE3allH-
LICHHBIN cekc ¢ MyxxunHamu. [TogpoctkoB ¢ BUU-undexuueid u ul, MMEIOIMX
HECKOJIBKO ITOJIOBBIX NAPTHEPOB WIIM HHPHLIMPOBAHHBIX T00BbIM IyTem (WUIIIIIT),
CJIEyeT MOOIIPSATh K MCIIOIBb30BAHUIO OapbhepHBIX MEP MPEAOCTOPOKHOCTH IS
npenotspamienus nepeaaun HCV u apyrux UIIIIT nonossiM mytem. [pyrum
nozapoctkaM ¢ I'C cienyer cooOmMTh, YTO PUCK Mepenadd MHGEKIHU TOJIOBBIM
IIyTeM HU30K, HO MO JPYI'MM IPUYMHAM PEKOMEHAYIOTCs OapbepHble MephI Ipe-
JIOCTOPOKHOCTH.

Ilatorene3. HCV o06nagaer BBICOKOH H3MEHYMBOCTBHIO M CIIOCOOEH -
TEJNBbHO MEPCUCTHPOBATh B OPraHU3Me, MACKUPOBATHCS U JIETKO YXOAMUThH U3-T10J
KOHTpOJISI UMMYHHOH cucTeMbl. B opraHusme yenoBeka rocie MHOUIMPOBAHUS
HCV B pesynpraTe MyTanuii BOSHIKaeT MHOJKECTBO BAPHAHTOB BUPYCHBIX YAaCTHII,
OTIIMYAIOUINXCS OT POJUTEIBCKOTO BUpyca. Takue BapHaHThl HAa3bIBAIOTCS KBa3U-
BUJIaMH, KOTOPBIE CHOCOOHBI YKJIOHSTHCS OT JEHCTBHS HEHTPATH3YIOLINX aHTH-
Tel. B KaXJI0M KBa3MBH0BOM Habope CyLIecTBYET Mpeoliajaroliuil BapuaHT u
penxue BapuaHTHL. Korma MMMyHHas cucTeMa YHHUTOXAaeT NpeoOinanaromuii Ba-
PHAHT, OOUH U3 PEIKUX BAPHAHTOB 3aHMMAeT ero mecro. Takum criocobom HCV
YKJIOHSIETCS OT JACWCTBHUSI MMMYHHON CHCTEMBbl OpraHU3Ma, KOTOpas BBIHYXKAEHa
IIOCTOSIHHO MJIEHTU(UIMPOBATh U YHUYTOXKAaTh HOBbIE BapuaHThl BHpyca. HCV
OKa3bIBaCT MPSAMOE LIUTOMATHYECKOE NEHCTBHE Ha IeNaTOLUThI, aKTUBUPYET ay-
TOMMMYHHbBIE PEAaKUUH U UMMYHHBIH LIUTOJIN3 3apaXKCHHBIX KIIETOK, BBI3BIBAET
HEKpPO3 M Y3JIOBYIO IPOoiH(epalyio NapeHXUMBI, pa3pacTaHue COSTUHUTENBHON
TKaHu (Pubpo3upoBanue) neueHu. [Iporpeccupyroiiee nopaxxeHue NeYeH! nNpoTe-
KaeT 4acTo 0eCCUMITOMHO, NPOSIBILISICH KIIMHMYECKH TONBKO Ha CTAAWH IIMPPO3a
meueHu i ['TIK.

Knununyeckne nposiBieHus. B 3aBUCUMOCTH OT XapakTepa KIMHUYECKHX
nposiBneruid octpbiii I'C y nereil MoXeT UMeTh TUIMYHbIE (KENTYILIHbIE) U aTh-
MU4YHbIe (OC3KENTYIIHbIC) BapUAHTHl TEYCHHUs. Y JAeTeil mpeoOiafaloT cirydau
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arunuaHoro teueHust ['C. Tunuunbiid octpeiii I'C y nereit 00BIMHO MPOTEKAaeT B
JIErKOM U cpeHeTsbKenol hopMax; kpaliHe peaKo BOZMOXKHBI TSDKEIIBIE U 3JI0Kade-
ctBeHHbIe ((pynbMuHaHTHBIE) (OPMBI 3200JICBaHUS.

CKpbITBIH (MHKYOAalMOHHBIN) INepuoix y JHeTeil B CpelHeM COCTaBIIeT
7-8 nenenb. Octpeiii ['C HaunHaeTCs MOCTENICHHO C Pa3BUTHS y peOeHKa acre-
HOBEIeTaTUBHOIO, a0JOMUHAIBHOIO 00JIEBOr0, MHTOKCUKALIMOHHOIO CUHAPOMOB
U JIUCTICTICHYECKUX HapyLIeHUH. Y JeTeil 0OTMevaroTcs MHOTAa OOJIM B KPYITHBIX
CyCTaBaX, BO3MOXKHO IIOBBIIICHUE TEMIEPATyphl Tena 10 CyOheOpUIIbHbIX 3HA-
4YeHUH, 00eCIIBEeUNBaHIE Kalla U MOTeMHEeHUe Moud. [IpU3HaKu KenTyxu y aerei
nosBIsitoTCs He Beerna (B 1540 % ciryyaeB), KeNTYHIHBIA TEpHO TPOI0IDKAETCS
or | 1o 3 Hexenb W NMPOTEKAET Jierde, YeM IIPU APYTUX MapeHTePaIbHBIX TenaTh-
tax. Octpelit I'C y nereit ormedaerca B 10-20 % ciyuyaeB, €ro 4acTbIM HCXOIOM
SBIsieTCs (POPMUPOBAHUE XPOHHUYECKOW (GopMbl 3aboneBaHus. OCI0XKHEHHIMHU
octporo I'C MOryT ObITh EYEHOUHO-KJIETOUHAS! HEOCTATOUHOCThb, KPOBOTEUECHNU,
TsDKenas OakTepuanbHas HHOEKIHs, T09edHas HeA0CTaTOYHOCTb.

XI'C y mereit 00bIYHO MPOTPECCUPYET MEIUIEHHO, a IUPPO3 M paK INEeYeHU
BO3HHUKAIOT HEYacTo. B TeueHHe MHOTHX JIET y JeTei OH MOXET NMpOTeKaTh 0e3
KaJo0, IPU OTHOCHUTENILHO YJOBIETBOPUTEILHOM CaMOUYyBCTBUM, 0€3 KJIMHU-
YECKH BBIPAXKEHHBIX CHMIITOMOB, BBUIBISIACH NPH CIyYaiHBIX 0OCIIEIOBAaHHUSX.
IIpossisercs XI'C renaronueHaIbHbIM CUHAPOMOM, Y TPETH — C acTeHUeH, cia-
00CThI0, MTOBBILICHUEM TEMIIEPATyphl TN, TOIIHOTOW, PBOTOM, KEITYXOW U BHE-
[1€YEHOYHBIMU NPU3HAKAMU (TEJICaHTUIKTA3UHU, KATWUISPUTBI).

V Bcex aeteii ¢ ['C B CBIBOPOTKE KPOBH OTMEYAETCSI MIOBBIILIEHUE AKTUBHOCTH
neyeHouHbIX (pepMeHTOB ANAT u ACAT, B HEKOTOPBIX ClIydasX — IOBBILIECHUE
ypoBHs 001Iero ounupyOouHa (npsiMoil Gppakium), CHUKEHUE TTPOTPOMOUHOBOTO
HHJIEKCA, JUCIPOTEUHEMUSL.

Hecmotps Ha MuHUMaNbHYIO U HU3KYIO cTeneHb aktuBHOCTH XI'C y nereid,
HaOmogaeTcs cToikas TeHAeHIMS K GUOPO3UPOBAHUIO TIEUEHHU (Uepe3 rof Hocie
uHpummposanus B 50 % ciydaes, uepes 5 neT — B 87 % ciy4daeB) U pUCK pa3BHU-
tust nuppo3sa nedeHu. I'enorun HCV He cBsi3aH ¢ BepTUKaNbHOH epegadeii.

Juarnoctuka. B quarnocruxe ['C y mereil yqUTHIBAIOT JaHHBIE KIMHUYE-
CKOI'0 OCMOTpa U 3MUAEMUOIOTUUECKOr0 aHaAMHE3a, Pe3yJIbTaThl OMOXMMUUECKOTO,
ceponoruueckoro (M®A), TP (kayecTBEHHBI U KOJMYECTBCHHBIH BapHAHTHI)
uccienoBanuii, Y31 v myHKIHMOHHON OMOIICHY NIEYEHH.

PHK HCV nosiBnsieTcs B 1uasme KpoBH uepe3 3—4 mHs mociie HHQUIUPO-
BaHus (3a10ro 10 obpaszoBanus aHturen). IIIP B pexume peanbHOro BpeMEHU
SBISIETCS CaMbIM paHHUM MeTonoM auarHoctuku I'C y nerei, mo3BoJSIOIINM
obnapyxuts PHK HCV, onpenenuTs reHoTHN M KOHLEHTpauuto Bupyca (BH)
B kpoBu. Uem Gonbie BH, Tem Tsxenee nporHos I'C u Tem 3apa3Hee cuuTaeTcst
nanueHt. I'enorun HCV sBisieTcst JOCTOBEPHBIM IMPOrHOCTUYECKUM KPUTEPUEM
JAJIbHEHIIETO pa3BUTHS MH(EKIINH, a TAKKE MPOIOKUTEIILHOCTH U 3P (EKTUBHO-
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CTH MPOTHBOBUPYCHOI Tepanuu. Hanbomnee yacto y nereit ¢ XxpoHuueckoi hopmoit
3aboneBanus Bbaensercs renorun 1b HCV, ms xoroporo xapakrepHa 90%-Has
XpoHu3anys nHGeKun, 6onee TsHKeIoe TeUeHNe, MEHBIINH MPOLEHT YCTOHYNBO-
0 ycIIeXa JICUCHUSL.

N®A y nereii Ho3BONISET MOATBEPIUTh HAIMYNE AHTUTEN K CHeHU(PUICCKUM
6enkam (antu-HCVcore, NS3-NS5), onpenenuTth 0CTpOTYy U aKTUBHOCTH BHpPYC-
Hoii nHpekuun (antu-HCV IgM), cranuio 3a6oneBanusi, JaBHOCTh HH(YUIPOBa-
nus (anTu-HCV IgG aBunHOCTS).

AnTHTena k uHAMBHAYyanbHbIM Oenkam HCV (cmektp) — 370 crnenudu-
YEeCKHE aHTHTENa K OTJEJIbHBIM CTPYKTYpPHBIM M HecTpyKTypHbIM Oenkam HCV.
Ux onpepensror s cyxaeHus o BH, aktuBHOCTH MH(EKINH, pUCKE XPOHHU-
3aluM, pa3rpaHU4EeHUN OCTpOro remaruta U XI, cTeNeHW NOpaXKEHUS IEYEHH.
[Moareepxkaenue Hannuus antuted Kk HCV — MeTon BeisiBIIeHHST MHQUIIUPOBaH-
HoctH I'C mocpezncTBoM 0OHapy>KeHUs B KPOBY ClIeU(DUUECKUX aHTUTEIN, 00pa3sy-
rouuxcs k 6enikam HCV (core, NS1 NS2, NS3, NS4, NS5), ¢ uenpto noarsepxie-
HUS NPeABApUTENbHBIX uccienoBaHuil Ha I'C mpu moiy4eHHH MOJIOKHUTENIbHBIX
WJIM COMHUTEIIBHBIX PE3yJIbTaTOB B HCCIIEA0BaHUU Ha onpeaeneHue anturen k I'C.
HccnenoBanue cuuTaeTcs MOJIOKUTENbHBIM, €CIIU BBISBISIOTCA aHTUTENA K IBYM
unu 6onee 6enkam HCV. Brisienenue anturen k HCV He mo3BomsieT onpenennuTth
pasnuyus MeXIy Tekyuled nHdexnueld u nepeHeceHHod uHpexuumeit. nsa noa-
TBEP)KACHUS AuarHo3a aktuBHOH nHdpekuun ['C HeoOXoaMMO c/ienaTh aHaau3 Ha
Hanmuue PHK metomom TTLIP.

Hetu, poxaennbie marepsimu ¢ XI'C, nOmKHBI ObITh 00CIIEIOBaHbI U IPOTE-
ctupoBansl Ha I'C. Hacrora nepenauu undpexuun HCV or marepu pedenky (IIMP)
COCTaBJIsIeT IPUMEPHO 5 %, XOTs OHA BBILIE CPEAU KEHIINUH C HEAOCTATOUHO KOH-
Tponupyemoii konHpekuueit BUY u xenun ¢ Gonee BoicokuM ypoBHem PHK
HCV (> 6 log10 ME/mi1). PekoMeHayeTcs BBISIBISATD, OTCICKHBATH U JICUUTh TAKHX
nereid. [IpennoururensHbiM TecToM Uit oneHKH ['C B paHHeM Bo3pacTe SIBIISieT-
ca rectupoBanue PHK HCV, nockoinpKy MaTteprHCKHe aHTUTENA U, CIEeI0BATENb-
HO, IMOJIOKUTENbHbIE pe3ynbTarhl Tecta Ha HCV MoryT coxpaHsAThCsl B TEUEHUE
18 mecses. Ot 25 o 50 % uHGUIMPOBAHHBIX MIIaACHIEB CIIOHTAHHO pa3pelia-
1ot undexuuo HCV (nmotepst panee obnapyxusaemoii PHK HCV) k 4 ronam.

Pexomenpamu no tectupoBanuio Ha HCV gereit, moaBeprmmxcst nepruna-
TaJbHOMY KOHTAKTY, a TaKKe OpaTheB U CecTep ATHUX JeTei:

1. Bce neru, poxaennsie o HCV-MHOUIMPOBAHHBIX JKEHIIUH, JOJKHBI
6b1Tb 00cnenoBanbl Ha HCV-uH(peK1UIo; TECTUPOBAaHUE PEKOMEHIYETCS C UCIIONb-
30BaHHEM TECTa Ha OCHOBE aHTUTEIN B Bo3pacTe 18 Mecsnes uiu crapiue (YpoBeHb
JloKa3arenbHocTd — I).

2. [Toropuoe TectupoBanne RNA HCV B Bo3pacre o 18 mecsieB He pexo-
MeHayercst (ypoBeHb JokazarenbHoctu — 111, A).
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3. Hetsm c monmoxutensHoi peakiueirt Ha HCV B Bo3pacte crapiue 18 mecs-
ueB cnenyet nposectu TecT Ha PHK BI'C nocne 3 ner mis noareepxkaenust XI'C
(ypoBeHb nokazarenabHocTH — ).

4. Bparbst u cecTpsl Jereil ¢ BepTukanbHO nprodpeTeHHbIM XI'C IOMKHBIL
obITh 00cienoBanbl Ha HCV, eciii oHM poAHIKCh OT OJHON MaTepH (YpOBEHb J0-
kazarenpHoctn — [, C).

Benytcs cepresnbie criopsl o mone3noctd tectupoBanuss RNA HCV B Te-
YEeHHE MePBOTo Toja )Xu3HU. CTOPOHHUKH YTBEPXKIAIOT, YTO MCIIOJIb30BAaHUE BBI-
COKOuyBCTBUTENbHOTO aHanm3a Ha PHK B panHem Bo3pacTe MOXXET yBEIHYUTH
KOJIMYECTBO BBISBICHHBIX WHQHUIMPOBAHHBIX MJIA/ICHIIEB, U YTO OTPULATEIIbHBIN
pe3yabrar yOeauTeIbHO CBUAETEIBCTBYET O TOM, YTO MJIaJCHEN He MHOUIMPO-
BaH, B TO BpeMs KakK IOJIOKHUTEIbHBIA pe3ysbTaT IOMOraeT BbIIBUTH cirydau ['C
panbiie. CTOPOHHUKH TakXe XOTAT BOCIHOJIb30BaTbCs BO3MOXKHOCTBIO TECTH-
pOBaHMs B TpyIIE MALUEHTOB, KOTOpas 4acTo TepseTcs Ui HOCIEIYIOIIEro
HaOmonenus. [IpOTHBHUKY YTBEp)KAAIOT, YTO paHHEEe TECTHPOBAHHE HE OTMe-
HSIET HEOOXOIUMOCTH OKOHYATEJIbHOTO TECTUPOBaHUs yepe3 18 Mecs1eB niu nos3-
ske. Onpenenenne RNA HCV nopoxe, yem TecT Ha OCHOBE aHTHUTEN; IIPY ITOM HE
OyZayT NIpOBOIUTHCS HUKAKUE BMELIATEIbCTBA HITH JISYEHHUE /10 3-JIETHETO BO3pacTa
(u3-3a OTCYTCTBUS OI00PEHHBIX JICKAPCTB YIS 3TOM BO3PACTHOM TPYIIbI) U IS
BO3MO)XHOTO CIIOHTAHHOTO M3JIEYEHUS. YUUTHIBAas TH Pe3y/lbTaThl U 3HAUCHHE,
MpuaaBaeMoe akTuBm3anuu ycwinid mo anuvuHannu HCV 3a cuer cokpameHus
VIYIIEHHBIX BO3MOXKHOCTEH JJIsi TECTUPOBAHUS MIIAJICHIIEB, KOMUCCHSI PEKOMEH-
JIyeT paccMOTpeTh BO3MOKHOCTH TectupoBanusi Ha RNA HCV yxe B Bo3pacrte
2 mecsues. [loBropHoe TectupoBanue RNA HCV B Bospacte 10 18 Mecsues He-
nesnecoodpa3Ho, HO TectrpoBanue Ha anti-HCV crnenyer npoBonuTh B Bo3pacte
18 mecsueB niM nozxe. MOHUTOPHHT U MEAUIIMHCKOE HAOIIOIEHNE 3a IEThMH C
XTI'C npencrasneHo B mpui. 5.

ITpu XI'C y metelt yacTo OTMEYAETCs MOBBIIEHHBIH YPOBEHb aMUHOTPAHC-
(depa3 B chIBOPOTKE KpoBH, HO y uHpuuupoBanueix HCV nereii B Bo3pacte 10
3 JeT npakTUYEeCKH HUKOTIAa HE pa3BUBAETCs IIporpeccupytoliee 3adoieBaHue rne-
yenn. HauanpHas onenka gereit ¢ XI'C BKIIIO9aeT UCKIIIOUYEHUE APYTUX MPUYUH
MOpaKEHUs NIEYCHHU, OLICHKY TSDKECTH 3a00JIeBaHMsI U BBISIBIIEHHE BHETIEYEHOYHBIX
nposiBiieHnd. CtagupoBaHue 3a00JICBaHUS Y IETeH MOXKET ObITh BBITIOJIHEHO C T10-
MOIIBI0 (PU3MYECKOTO0 OCMOTpPA M OLIEHKH OOBIYHBIX JIAOOPAaTOPHBIX MapamMeTpoB,
BKJIIOYAs a1bOyMHUH, YPOBHH NEYEHOUYHBIX aMUHOTPAaHC(epas B CEIBOPOTKE KPOBH,
o0muit Ounupyoun, MHO u koiaruecTBo TpoMOOIIMTOB Kaxple 6—12 mMecsies.

CremyeT OTMETHTh, YTO YPOBHHM aMHHOTpaHc(epa3 B CHIBOPOTKE KPOBU He
BCErza OTPaXaroT THKECTh 3a00NeBaHus y JeTeil. B ofHOM McciieoBaHUU MOYTH
y 33 % nereit ObUT HOPMAJBHBIM YPOBEHb aMUHOTpaHC(hepas, HECMOTPS Ha CyIle-
CTBEHHOE HEKPOTHYECKOE BOCHaleHue Npu Ouoncuu. [t nereld, y KOTOPBIX HIpo-
rpeccupyomiee 3a0oieBaHNe IEUSHH BBHI3BIBACT OECHOKOWCTBO, MEPBOHAYATILHO
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pexomenayercs nposenerne Y3 OBII muis oneHKH rematomMeraiuy Wik BEHO3HBIX
KoJutarepaseil. XoTs OHOICHs MEYEHH CUUTAETCS 30J0ThIM CTAHJAPTOM B OTHOIIE-
HUH CTETICHU BOCHAJICHUS U CTaanu PuOpo3a, apredakThl PH B3sITUH 00pa3I0B MPo-
OJIeMaTHYHbL, ¥ OOJBIIMHCTBO MAIMEHTOB U IIPAKTHKYIOIIMX Bpaveil MPEANOYHTaIOT
HEHWHBA3MBHBIE AJIBTCPHATHBBI, TaKWe Kak dJacTorpadus U 3J1acTOMETpUsl MEYeHH,
US| ONIPE/IeIICHNST HaTM4Hsl/OTCYy TCTBUSI IUPPO3a, 0COOCHHO Y AeTel. Dnactorpadus
IIPEeOCTABISET BU3YAIbHYIO HH(POPMALHIO O PacTIpeleNIeHIH )KECTKOCTH TKaHH, 4TO
MOXKET OMOYb B OMPEACIICHUH JIOKAJIH3alliH YIaCTKOB prdpo3a. DmacToMeTpust ke
IIPEOCTABISET KOIMIECTBCHHBIE TAHHEIE O )KECTKOCTH TKaHH, KOTOPbIE MOTYT ObITh
MPe/ICTaBICHBI B BU/IC YUCIICHHBIX 3HAYCHUI, HAPUMeEP, KHJIomackaei (puc. 6).

<77 >7,7-<98 >9.8
Het — nerkas TsXenas
FO F1 F2 F3 Fa4
S0, S1 S$S2,53,S4 S5, S6
KO, K1 K2, K3 B4
Buoncma mn ctagua émbposa:
F-METAVIR S-ISHAK K-KLEINER

Puc. 6. Untepnperanus pe3yabTaToB IaCTOMETPUHR

Taxum 06pa3om, >71aCTOMETPUS — KOJIMYECTBEHHAs OLIEHKA MEXaHUYECKHUX
CBOMCTB TKaHEH, TaKUX KaK >K€CTKOCTb MJIM AJIACTUYHOCTH YIIBTpa3ByKOBas 2J1a-
crorpadus neyeHu y jaerei TpebyeT HCHOoNb30BaHUs CIeHHAIN3UPOBAHHBIX JaT-
YHKOB M MOPOTOBBIX 3HAYEHUI JIJIsl Mporpeccupytroiiero Gudposa/mupposa, KoTo-
pBIe OTIIMYAIOTCS OT TEX, KOTOPBIE UCIIOJB3YIOTCS Y B3POCIHBIX, HO 3TOT MOAXON
MPECTAaBISIETCSl MHOTOOOCIIAOIINM Ui HaOmoneHus 3a aetbmu ¢ XI'C.

W3-3a MenyieHHOTO TEMIIa rporpeccupoBanus ¢pudpo3a y aereid Majio 10CTo-
BepHBIX (haKTOPOB pHCKa MporpeccupoBanus 3aboneBanus. Pazsutue nmporpeccu-
pytomiero 3aboJieBaHUsl IEYEHU y JeTel MPOUCXOAUT HEYacTO A0 TeX Iop, IMoKa
uHdpexus He npeBbicuT 30 netr. OfHAaKo, KaK U B3POCIHBIX, JIETCH C COMYTCTBY-
IOLIMMH 3200J1€BaHUSIMH, TAKUMH KaK O)KHPEHHUE C HEaJIKOTOJIbHOW >KUPOBOM 060-
JIE3HBIO MEYEHH, C BPOXKICHHBIMH IOPOKAaMHU CEpAIa C MOBHILIEHHBIM JaBJICHU-
€M B IIPaBbIX OTJeNax Cep/la, a TAKXKe JIeTel, MOIy4aloIUX TeNaToTOKCHUECKUe
IIpernapaThl, CIeAyeT TIIATEIFHO KOHTPOINPOBATh HA IPEAMET IPOTPECCHPOBAHNUS
3a0oneBanus. Mimerorcst cooOmeHus o ToM, uto aeti ¢ XI'C u eiikemucii B aHaM-
HEe3€ MOTYT MOJBEPraTbcs NOBBIIIIEHHOMY pucKy pa3Butus [ LK, HO nanHbIe orpa-
HUYEHBL. Y JeTel ¢ LHpPpO30M peKOMeHayeTcs IpoBoauTh Y3 neueHu ¢ onpene-
JIEHUEM 0-(EeTONPOTENHA CHIBOPOTKU KPOBHU MM 0€3 HEro KaXkabple 6 MeCsIIeB JUis
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BesiBeHust ['LIK B coorBercTBUM ¢ pekomenmanmsivu AASLD. [{nst BeisiBieHus
BapUKO3HOTO PACIIUPEHUs BEH MUILEBOJA Y JETeH ¢ LUPPO30M Lienecoo0pasHo
IPOBE/ICHNE UCXOIHON YHIOCKOINH, a 3aTeM — Kax[ble 3 roja npHu OTCYTCTBUHU
anUMUHAIUK BUpyca. Ilocie ycrnemHol npoTHBOBUPYCHOM TEpanyy pUCK OCIIOXK-
HEHUH [IUPPO3a CyLIECTBEHHO CHIXKAETCSL.

V nereii ¢ BeipaxkeHHBIM puOpo3om Beaencreue XI'C crneqyer o BO3MOXKHO-
cTH u30erarh MPUMEHEHHS TIPENapaToB, KOTOPbIC, KaK U3BECTHO, YCKOPSIOT GHOpO3
reyeHy (HanpumMep, MetoTpekcar). TOYHO TakyKe HaCTOSATEIbHO PEKOMEHIYETCs BO3-
JepKaHue OT YHNOTPEOICHNS AJIKOTOMS, YTOObI CBECTH K MHHHUMYMY HPOTIPECCHpPO-
BaHMeE 3a00JieBaHUs. XOTSI KOPTHKOCTEPOUIBI U IpyTrie MIMMYHOIETIPECCAHTHI MOTYT
ycusmBars perunkanuio HCV, onn He npotuBonoka3sans aetsm ¢ HCV-undeximeit
W JJOJDKHBI HA3HAYATHCS 110 COOTBETCTBYIOLIMM MOKA3aHUSIM C Y4€TOM OOIIero prucka
u nonb3bl. Cliemyer OTMETHTh, 4To y Aeteid oboctpenus XI'C B BHIE JKENTyXH HE
OBbLIN 3aperuCTPUPOBaHbl, B omnuue ot nerei ¢ XI'B, nomyyaronmx TpaHcIuiaHTa-
IIMIO OPTaHOB MJIM LIUTOTOKCHYECKYI0 XUMUOTEPAITUIO, HECMOTPS Ha TO, YTO OCHOB-
HOE 3a00JIeBaHUE MTEUCHH ABISIETCS (PAKTOPOM pHCKA Pa3BUTHSI CHHAPOMA CHHYCOH-
JaJbHOHM OOCTPYKIMH HOCIIE TPAHCIUIAHTALMK KOCTHOTO MO3ra.

UroObl ocTaBaThCs 370POBBIMH, HeneueHbIM jaeTsiM ¢ XI'C pekoMmeHayercs
HOAIEPKUBATh 3M0POBYI0 Maccy. OOBIYHO HCIONb3YEMBIE JICKAPCTBA, TAKHE KaK
MIPOTUBOMUKPOOHBIE CPEACTBA, NPOTUBOSIMICITUYECKHE M CEPACYHO-COCYAH-
CTBIE CPEJCTBA, CIEAYET JO3UPOBATh B COOTBETCTBHHU CO CTAHAAPTHBEIMU PEKOMEH-
nJanusMu. Tem He MeHee, AeTSAM C IUPPO30M ITeUeHH U BAPUKO3HBIM paclIMpeHHEM
BEH NHILEBOJA CIEIYeT IO BO3MOKHOCTH M30eraTb Ha3Ha4eHHs HECTEPOMIHBIX
MIPOTUBOBOCHAIUTENBHBIX IPENaparoB M aclUpUHA H3-3a OMACEHHH Kelyqod-
HO-KHIIEYHOTO KPOBOTEUEHHSI M HEQPOTOKCHUHOCTH. AIlETAMUHO(EH SBISAETCS
6e3onacHbIM U 3((exkTHBHBIM aHaiubreTukoM i gereid ¢ XI'C, ecnu 103upoBKa
COOTBETCTBYET PEKOMEHAAIMSAM Ha YIIaKOBKE.

Jleuenue nmpOTUBOBUPYCHBIMH IIpenaparamu npsmoro naeifctsus (IIIIITJT)
Mo OJ0OpPEHHOW CXeMe peKOMEHAyeTcs sl BceX jaeTeid u moapoctkoB ¢ HCV-
uHQeKIe B Bo3pacTe > 3 JIeT, NOCKOJIbKY NMPOTUBOBHpYCHast Tepanus 3¢ dex-
THBHA HE3aBHCHMO OT TsDKECTH 3aboyieBaHusi (ypoBeHb JoKazareibHOCTH I, B).
Hanuune BHENeYeHOUHBIX MPOSBIEHUN (KPHOTIIOOYIMHEMUS, ChINb U ITIOMEPYJIO-
HEPPUT), a TAKIKE BBIPAKEHHBII (UOPO3 SBISIOTCS [MOKa3aHUEM IS PAHHEH Mpo-
TUBOBHUPYCHOM Teparuy, 4yTo OyAeT crocoOCTBOBAaTh CHIKEHHIO 3a0071€BaeMOCTH
U CMEPTHOCTH B OyayieM (ypoBeHb nokazarenbHocTH I, C).

Inexanpesup/Ilubpenmaceup. ExenneBHas KoMOHMHAlUsl IVIEKalpeBUpa
(300 mr)/mubpentacBupa (120 mMr) ¢ pUKCUPOBAaHHBIMH J03aMHU ObLia 0100peHa
Jui noapoctkoB 12—17 ner B 2019 . (tabm. 1, npu. 6).
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Tabnuya 1

Jlo3npoBKa riiekanpeBupa/MUOPEeHTACBHPA B 3aBHCHMOCTH OT Beca JUIs JeTel
B Bo3pacTte > 3 JieT

Macca peenia, kr OnHoOKpaTHasl CyTOYHAs 1032 IJIeKanpeBupa,
MI/NHOPEHTACBHPA, MT
<20 150/60
20-30 200/80
3045 250 /100
> 45 xr unu > 12 ner 300 /120 /cyTku

TIpoJoKUTEIBHOCTD JICUCHUSI OCHOBBIBAJIACH HA TEHOTHUIIC BHpPYyCa, Mpel-
LIECTBYIOLIEM JICYCHUH M CTAAWHM IHUPPo3a. DTOT MOAXOA K TEpalHu y JeTeil B
Bo3pacte 3—12 set ObL1 on00peH it ucnoib3oBaHus B 2021 r. YuutsiBas ero
MAHTCHOTUITUYECKY) aKTUBHOCTh, 0€30MacHOCTh U 3()()EKTUBHOCTD Y B3POCIBIX
MAlWEeHTOB, [JICKANPEBUP/MTHOPEHTACBUP PEKOMEH/IYETCS B Ka4eCTBE MEPBOTO BbI-
6opa aus neuenus ['C y aereit ¥ MOAPOCTKOB.

Kak u y B3pocibIX, HE pEKOMEHAYETCs OJHOBPEMEHHOE IIPUMEHEHHE KapOa-
Mas3enuHa, CXeM, CoiepKamuXx 3GaBupeHL, u 38epo0osi, TOCKOIBKY 3TH COEANHE-
HYSI MOTYT CHM)KATh KOHLCHTPAIMIO TIICKAIPeBUPa U MHOPEHTACBHPA.

Cogocoysup/Bennamacsup. CodocOysup/Benmnaracsup Obu1 ogodpern FDA
JUTS TIETUaTPUIECKUX MAUeHTOB B Bo3pacte > 6 yiet B 2020 1. u asist geTeld B BO3-
pacte 3—6 ner B 2021 . YuuThIBasi €ro MaHIT€HOTHIMYECKYIO aKTUBHOCTh, 0€30-
NacHOCTh U 3G (eKTUBHOCTb, co()oCcOyBUP/BENNATACBUP PEKOMEHIYETCS B Kade-
cTBe nepBoro Beidopa 1t eueHus ['C y aereit 1 moapocTkoB (Tadu. 2).

Tabruya 2

Jlo3upoBka koMOuHanMH coocOyBHp/BeNATACBUD ¢ (PUKCHPOBAHOI 103011
B 3aBHCHMOCTH OT Beca /171 JeTeli B Bo3pacTe > 3 jer

OnHokpaTtHasi cyTouHas 103a codocOyBupa,

Macca pedenka, Kr
MI/BeJINaTacBHPa, MT

<17 150/37,5
17-30 200/50
>30 400/100

CornacHO cOOOIIEHHSIM 00 OIBITe NPHUMEHEHHS Y B3POCIbIX, COBMECTHOE
HOpUMeHeHHe co(ocOyBHpa/BeIIaTaCBUPa C aMHOJZAPOHOM HE PEKOMEHIyeTCs
13-3a PUCKA CUMITOMATHYECKOH OpasinKapIuH.

Jleounaceup/Cogocodysup. Jlenunacsup/copocOyBup 0q00peH Uil UCIIOIb-
30BaHHUs y ieTei B Bo3pacte oT 3 o 17 net ¢ undekuuei renoruna 1, 4, 5 wu 6.

VY nereil mnanme 12 neT 103UpOBKA 3aBUCUT OT Beca. 12-HenenbHBIN Kypc
nenunacBupa/codocOyBrpa peKOMEHIYETCS I paHee He MOJTYyYaBIINX JICUCHUS
JieTell U MoAPOCTKOB B Bo3pacTe > 3 seT 6e3 Luppo3a MEYEHU WU C KOMIIEHCUPO-
BaHHBIM Uppo3oM neuenu (knace A no Yainn—IIero) (Tabmn. 3, npui. 7).
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Tabnuya 3

Jlo3upoBKka Jienunacsupa/cogpocoyBupa B 3aBUCHMOCTH OT Beca JJisl 1eTei
B Bo3pacTe > 3 jeT

Macca pedenka, kr | Pa3oBasi cyrounas g03a jequnacBupa, Kr/coocoyBupa, Kr
<17 33,75 /150
17-35 45 /200
>35 90/400/cyTkn

DTOT peKUM TEparuy TaKkKe peKoMeHayeTcs s nonydaBmmx INF (£ puba-
BUPHH, ¢ MHTHOUTOPOM MpOTeasbl Wik Oe3 Hero) nerell  MOApPOCTKOB B BO3pacTe
>3 nier ¢ reHoTHNIOM | MK 4. 12-HenenbHBII Kypc peKOMEH TyeTCsI ISl ITAlMeHTOB 0e3
UPpO3a MedeHH; 24-HeIeNnbHbIH — ISl MAIUEHTOB C KOMIICHCUPOBAHHBIM LIUPPO30M.

Coghocoysup + pubasupun. B centsiope 2019 . FDA onobpuio codocOyBup
IUTIOC prOaBUPHH HA OCHOBE MAacChl TeJa s AeTel B Bo3pacte > 3 et (Tadun. 4).

Ota xoMOMHaLMs IPpeJHA3HAueHa UL MAIeHTOB, paHee He MOIyJaBIINX Je-
YeHue, WK paHee nony4yaBuux jedeHue INF (+ pubaBupuH) ¢ reHoruriom 2 uiu 3,
0e3 Mppo3a NeYeHH MK ¢ KOMIICHCHPOBaHHBIM Ippo3oM (kinacc A o Child—Pugh
(Yaiing—IIbt0)). Ota cxema OoJbliie HE SBISETCS NPEANOYTHTEIBHOM, TOCKOJIBKY B
HACTOsIIIee BpeMSI [TAaHTCHOTHITIYECKHUE Ipenaparsl 6e3 puOaBUpHHA TOCTYITHBI IS
JieTeil B Bo3pacre ot 3 JieT.

Tabnuya 4
Jlo3upoBka puéaBUpHHA B 3aBHCHMOCTH OT Beca JIJisl AeTeli B Bo3pacTe > 3 jer
Macca peenka, kr CyTouHasi 1032 pudaBUpHHA (pa3ge/ieHHas YTPOM
M Be4epoM), Mr
<47 15 mr/xr
47-49 600
50-65 800
66-80 1000
>80 1200

Ipodunakruka. Cpencrs crnemupuueckoil npodunakrtuku I'C He pas-
paborano. Hecneunguueckue Mepbl MenuimHckod npodunaktuku ['C y nereit
BKJIIOYAIOT IIPENOTBPALICHHE IIEPHHATAIBHOTO HHPUIIMPOBAHUS HOBOPOXKICHHEIX,
HCIIONTb30BaHNE OJHOPA30BBIX M CTEPUIIBHBIX MHOTOPAa30BBIX MEAUIMHCKHX HH-
CTPYMEHTOB, TIIATeIbHOE OOCIENOBAHUE JOHOPOB KPOBU M TECTUPOBAHHE IIpe-
MapaToB KPOBHU, COONIOICHUE MPABUII JINYHOW T'MIHEHbI, 00ph0y ¢ HapKOMaHHEH,
eXeMeCsUHOe 00CIeI0BaHNe Ha HAIUYUE B CHIBOPOTKE (IL1a3Me) kposu anti-HCV
IgG 1 RNA HCV y nanueHToB, HaXO[SIMIUXCS HAa TEMOIHAN3E.
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BUPYCHBIE I'EITATUTBI G, F, TTV, SEN

B nocnennee Bpemst onrcano Heckosbko HOBBIX BUupycoB (G, F, TTV, SEN),
POITb KOTOPBIX B Pa3BUTHH IIOPAXKEHHUS IEYCHU MTOITHOCTHIO HESCHA.

Bupycusiii renatut G. B 1966 1. xupypr Jxopmx bapkep nepenec BT, Bo3-
OyauTenb KOTOPOro ellle He ObLI OTHECEH HU K OJHOMY U3BECTHOMY BHpPYCY Ie-
[aTUTOB. BrocnencTBum B omplTax Ha MapMo3eTax HPH BBEACHHU CHIBOPOTKH
9TOr0 MAlUEHTa ObLI SKCIEPUMEHTAILHO TONYYEH TeHaTHT, U BbIACICHHbIC Ya-
CTHLBI Ha3Bamu BupycoM renarura G. [lo mHuMnmanam Bpaya oH ObLI 0003HAYEH
GB-arTHreHOM. UyTh I03%KE BBISCHUIOCH, YTO YaCTUI OBLIO HECKOJIBKO, TaK MOs-
Buwinck GBV-A, GBV-B u GBV-C. Te dacTuiibl, KOTOpbIE 0OHAPYKUIIN Y XHpYpra
nepBoHavanbHO, ctand GBV-C, a B OTHOLIGHUH ABYX IPYTHX BBIICHUIHU, YTO OHU
BOOOIIE CIIOCOOHBI 3apaxarh TOJILKO 00€3bsiH, IIPH 3TOM I'€NIATUT y HUX BBI3BIBAJ
GBV-B. [Tocne ceKBeHHPOBaHUS M CPABHEHHS TEHOMOB KJIACCH(HKAIUIO YTOUHHU-
v Ha JaHHbi MoMmeHT Bupyc GBV-B mpusHan poncTBeHHBIM BUpPYCY Temarnra
C, a ocTabHbIE BUPYCHI BBIICIHIIN B CIICIHATBHO CO3JaHHBIA B IPeIesiaX TOro e
cemeiictBa poj Pegivirus. GBC-C/HGV Ha naHHBIH MOMEHT KiiacCU(UIMPOBAH
kak Pegivirus A, a GBV-A (nopaxaromuiuii 00e3bs1H) 1 HeJaBHO OTKpBIThIE GBV-D
(mopakarouii IeTyunx Meliieit) — Pegivirus B.

HGV/Pegivirus A otHocsT k cemeiicTBy Flavivihdae. I'enom Bupyca — ox-
nonenoueunas PHK. B Hacrosiiee Bpems mpeamonararoT cymecTBoBaHue 6 reHo-
THUIIOB M Heckolbkux moarunoB GBV. B renome Pegivirus A 3akoanpoBaHO aBa
CTPYKTYPHBIX M 5 (YHKIMOHANBHBIX OenKoB. [€HOM BCEX ITHX BHUPYCOB CXOXK
¢ reHOMOM BHpyca remarura C, ogHako HamOoibIee cxoncTBo mmeer GBV-B,
a OCTaJIbHBIC MIPEICTABUTENN UMEIOT TAKOKe CYIECTBEHHbIE OINIus. Tak, B FeHO-
Me€ IIETUBHPYCOB HE 3aKOAUPOBAHBI OSIIKY HYKIICOKAIICH/a, XOTS BUPYCHBIC YaCTH-
Bl €r0 UMEIOT. JI0 CHX HOp HE BBISICHEHO, KAKOTO IPOUCXOXKICHHUS HyKJICOKAIICH]
nerusupycos. Bupycsl ponga Hepacivirus renatorponssl (in vivo Gosnbluasi KOH-
LEHTPAIMs BUPYCHBIX YaCTHUIl BBIAEISETCS M3 MEYECHH, in Vitro perummiupyroTcst
B KYJIBType IeNaToIMTOB), B TO BpeMsi KaK BUPYChI pojia Pegivirus muMpoTpoITHb
(BUpYyCHBIC YacTHUIIBI B MEYEHH NMPAKTUYECKH HE OIPEAECNSAIOTCS, HO BBIIEISIOT-
csl U3 BceX BUJOB JUM(OLUTOB, in vitro pemnuuupytores B CD4+, CD8+, CD3-
CD19+ numdonurax).

OCHOBHBIE ITapaMeTphI MUIEMHYECKOro Ipolecca PU BUPYCHOM IelaTHTe
G cxoxu ¢ TakoBbIMH Tipu renarute C. dakTopaMu pucKa SBISIOTCS TeMOTPaHC-
Gy3un B aHaMHe3e, MHBCKIMU HAPKOTUKOB. VcciemoBaHHsS MOKAa3bIBAIOT, YTO
3HAUMTENbHAS YacTh NPENapaToB KPOBH, IJIa3Mbl, (JAKTOPOB CBEPTHIBAHUS HH(H-
IIUPOBaHEL B TO jke BpeMsi, TeCTUPOBATh IPENapaTkl B 0013aTeIbHOM IIOPSIIKE He-
1enecoodpasHo, T. K. BUPYC HE BBI3BIBAET KAKOTO-THOO 3HAYMMOTO 3a00JICBaHUSI.
IToMHMO MapeHTEpaTbHOTO MyTH, BO3MOXHBI TaK)Ke MMOJOBOW U BEPTHKAJIBHBIN
IyTH HIepeadn.
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JlocToBepHbIX JaHHBIX 0 pacnipocTpaneHHOcTH HGV B Mmupe Het. [1o qanabim
aureparypsl B CIITA 1-2 % nonopos apistorcs HGV-RNA-nosutuBHbMu. B pas-
BUTHIX cTpaHax 1-4 % moHOpoB KpoBW MH(MUIMpOBaHbl Pegivirus A, a anturena
K cTpykTypHOMY Oenky E2 ob6HapyxuBatotcs y 5—13 %. B HekoTOpbIX peruonax,
B OCOOEGHHOCTH B Pa3BUBAIOIIMXCS cTpaHax, 10 20 % MOHOPOB MHGHULIMPOBAHBI
3TUM BUpycoM. OHAKO OTCYTCTBHE JOCTYIHOM METOIUKH, II03BOJIIOIIEH IIPOBO-
JIUTH IIUPOKOE 00CIen0BaHNE, HE TO3BOJISIET BBISIBUTH HCTHHHYIO YacTOTY BCTpe-
4aeMOCTH JAaHHOTO BUpyca. B HacTosiee BpeMs IPOBOASATCS MCCIIEI0BaHUS C 11e-
a0 BesicHeHus ponr HGV B maronormueckoM mporecce, T. K. CyIIeCTBYET TOUKa
3penus, yto HGV numib «cBunerens» cepbes3Hbix 3a0oneBannii. CraTucTuyeckas
oryetHocTh HGV-un(ekiun B Pecydnuke benapych He BeneTcs.

B Hacrosmiee BpeMsi, HECMOTpS Ha WHTEHCHBHOE u3ydeHue Pegivirus
A-uH(ekunu, TaHHbIe 0 KIIMHUYECKOH KapTuHe renaruta G BecbMa CKyIHBI U 4a-
cto nporuBopeunBsl. UHpexkuus HGV moxeT pa3BUBaTbCsS CaMOCTOATEIILHO MITH
OJTHOBPEMEHHO ¢ Apyrumu uH(pekuusmu, Bbi3BanHbiMH HBV, HCV wnmn BUY,
Onarozapst o0IIMM MyTsM nepegadu. Bupyc yacTo BhISABISETCA Y JIIONEH C OCTPhIM
WA XPOHUYECKHM TenaTuToM, OUInYHbIM OT ['A (A-E), a Takxke accouuupyercs
C aIUIaCTMYECKO aHeMueil, cBsi3aHHOM ¢ renarutoM. OJHAKO OH MOXKET MPUCYT-
CTBOBATh M y 3[I0OPOBBIX JIFONIEH 03 KaKMX-THOO0 N3BECTHBIX 3a00JICBAaHH.

XapakrepHasi 0COOEHHOCTh BUPYCHOTO renaruta G — pelkoe BbISBICHHE B
kadecTBe MOHOMH(ekuun. OcTpblii renatut G MpoTeKaeT Kak B KIIMHUYIECKU BBIpa-
JKeHHOM, Tak U B GeccuMnTOMHOM (popmax. KimHuueckue npusHaku npu 0CTpoM
renarute G 0OBIYHO BBIPa)KEHBI YMEPEHHO, OTMEUAIOT HE3HAYUTEILHOE MOBBIIIE-
HUE aKTHBHOCTH CHIBOPOTOYHBIX TPAHCAMHHA3, Y OCTAJBHBIX MAIHEHTOB JTaHHBIC
MIOKa3aTeny B Mpenenax HOPMaJIbHBIX 3HaueHuil. YacToTa mepexoma ocTporo re-
naruta G B xpoHudeckyto ¢hopMy Bapsupyer oT 2 10 9 %. Knunuueckoe TeueHue
XpOHHYECKOTO renaruta G uMeeT MATKUH XapakTep ¢ HU3KUM YPOBHEM aKTHBHO-
cti ATAT B TeYCHUE IIUTEIBHOTO BPEMEHH. BHEMEYCHOUHBIE MPOSBICHHS TPH
renatute G He 3apeructpupoBanbl. O6nanas mumdoTponHocThIO, Pegivirus A,
BEPOATHO, MHOUIUPYET TEMaTOLUTHl MpPU MOMAaJaHUKM JUM(OIUTOB B IICUCHb,
a TaKOKe UCTIONB3Ys ApyTue (HaKTOPHI MOPAKEHHS IEICHH.

EcTh Ka3yucTHYEeCKHE COOOLICHHS O Pa3BUTHH (YIbMHUHAHTHOTO TelaTuTa
MocJie MepesMBaHus KPOBH, cozepkaiiei Pegivirus A, ofiHaKo JaHHBIX 110 TAKUM
cirydasiM Kpaite Maino. Kpome Toro, ectb cOOOIIEH s O Pa3BUTHH aCCOLMNPOBaH-
HOT'O XPOHHYECKOTr0 Tenaruta u ¢uodpo3a rneveHH.

EnuHCTBEHHOE KIIMHUYECKOE NpOSBICHHUE BO30YIUTENs, KOTOPOE AaKTHB-
HO M3y4yaeTcsl B HACTOsIIIEe BpeMs — IOBBIINIEHHE compotuBisiemoctn y BUY-
MHQUIUPOBAHHBIX TPH COBMECTHOW HH(HUIMPOBAHHOCTH OOOMMH BHUPYCAMH.
Huxakux MHBIX CHMIITOMAaTHYECKHX IPOSBIECHHH C BHPYCOM IIOKa HE CBSI3aHO.
Y UMMYHOKOMITETEHTHBIX HOCHTEJICH B OONBIIMHCTBE CIY4acB BUPEMHUS MPEKpa-
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mraercsi 0e3 BHEIIHEro BMEIIATENILCTBA, HO B HEKOTOPBIX CIydasx MHGEKIus co-
XpaHseTcs 1eCATHICTUIMHU.

IlenTpanbHbIN BOMIPOC KacaeTcs MOTEHIMAIBHON TATOTeHHOM ponu Pegivirus
Ay 1111, HaXOIAIIMXCS Ha reMoinain3e. MHOro4rCIeHHbIE UCCIe0BaHUS MTOKa-
3aJIM, YTO yPOBHH IIEUEHOUHBIX (PEPMEHTOB OCTAIOTCS B NIPEeIaX HOPMBI y Maly-
€HTOB Ha reMoiMain3e, MHQUIMPOBAHHBIX TONBKO Pegivirus A, 4To yKa3bIBaeT Ha
OTCYTCTBHE IPU3HAKOB HapyIIeHHUs QYHKLIUH IEICHH.

Jus nnarnoctuku Pegivirus A pa3pa0arbiBaloT CEpOIOTHYECKUE TUATHOCTH-
KyMbl Ui oOHapyxenust anturesn Kk GBV-C/HGV meronom NDA. B Hacrosiiee
BpeMs noka3zaHa wyBcTBUTeNbHOCTE GBV-C/HGV k unHTepdepony, obcyxnaor
TaKKe MCIOJIb30BaHNe TPOTUBOBUPYCHBIX MIPEMapaToB.

Jlo cux mop Heu3BeCTHO, KaKue (aKTopbl ONPEAEISIOT pa3BUTHE, aCCOLMH-
poBanHorO ¢ Pegivirus A remarura, ¥ MpaBOMEPHO JIX BOOOIIIE TOBOPUTH O 3HAYH-
TEJIBHOW POJIM 3TOTO BUPYCa B Pa3BUTUH I'eNaTUTOB.

Bupyc renarura F. fIBnsieTcs OMHUM M3 CIIOPHBIX 3THOJOTMYECKUX (DaKTO-
pos. Ilpenmnonararor, 4To 3T0 MyTaHT BUpyca B, npyrue Ha3pIBaoT ero «ppaHIrys-
ckumy Bupycom (HFV) no mecty Boiaenenus (Opannust, 1994).

NwmeroTcs cBeneHus, YTO HEKOTOpas J0Js MAlMEeHTOB, NEPEHECUINX SBHO
MOCTTPAHC(Y3UOHHBIH TEIaTUT, OCTAETCsl CEPOHETaTHMBHONW B OTHOLIEHHM BCEX
MapKepOB H3BECTHBIX BUPYCHBIX TEMAaTUTOB 4elloBeKa. B pasnuuHBIX CTpaHax
3anaga sta pons pocturaer 15-20 %. Kpome storo, amurenbHble HAOMIONSHUS
3a JUIaMu (HapKOMaHbl WM MAalMEeHThl C reMOQUINei) C BBICOKMM PHCKOM 3a-
paKeHUsI MOCTTPAHC(Y3MOHHBIM TeTIaTUTOM IOKa3ajH, YTO Y HUX MMEIOT MECTO
ITOBTOPHBIE 3a00JI€BaHUSI KEITYXOH, B TOM YHCJIE STHOJIOTMYECKU HE CBSI3aHHBIE C
Bupycamu rernatutoB A, B, C, D, Eu G.

Tlox TepmuHOM «renarut F» paccMarpuBaroTcsi O4eBUIHO /IBA PA3HBIX BUpYca
MOCTTPAHC(Y3HOHHOTO TeNaThTa, KOTOPbIEe [0 HEKOTOPHIM CBOMCTBAM OTIMYAIOTCS
ot BupycoB renarura B, C, G. OnuH 13 HUX NPUCYTCTBOBAN B 00pasnax JOHOPCKOM
KpOBH; OH OBUI YCTOIYMB K )KHPOPACTBOPUTENSIM M HE BBI3BIBAN YABTPACTPYKTYP-
HBIX U3MEHEHUH B renaronurax. J{pyroii Obu1 BbIeneH U3 ¢pexaanii 60JIbHOTO 1MoCT-
TpaHc(y3HOHHBIM IeTIaTHTOM; [P 3apayKEHHH MAaKaK-pPe3yCOB OH BBI3BIBAJI TCTIATUT
1 110 CBOUM MOP(OJIOTHYECKUM CBOMCTBAM HAllOMUHAJ aJ€HOBUPYC.

TTV-renarut. TTV — Bupyc, nepenaronuiicsi npu nepeauBaHUN KPOBH,
MOJy4MJI Ha3BaHUE B CBsI3M ¢ MexaHu3MoM HH¢uimposaHus. TTV Obu1 Bnep-
Bble OOHapyKeH M onucaH B 1997 I. SAMOHCKMMHU HCCIIEOBATENSIMH Y TAI[EHTA C
OCTPBIM NOCTTPaHC(y3UOHHBIM IeNaTUTOM HEU3BECTHOM 3THOJIOTUH. Y MalleHTa
(58 ner) nabmonancs noBeiieHHbIH ypoBeHb ANAT Ha 9-11-i Henmene nocieo-
nepauoHHoro nepuoza. Ilpu 3ToM B X0ze OnepaTuBHOIO BMEIIATENLCTBA ObLIN
MEPENUTHI 3HAYUTENIbHBIC 00BeMBbI KpoBU. B pesynsrare nposeaenus [1LIP B cbi-
BOpPOTKE KpPOBHU IanueHrta Obu1 HaijeH panee HeusBecTHbll J|HK-comepkammuit
Bupyc, pazmepom 30-50 um. TIHK TTV ynanock 0OHapYKUTh B CIIFOHE, CEMEHHO#
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JKHJKOCTH U BarMHAJIBHOM CeKpeTe, BbAeneHusX u3 Hoca. TTV umeer miobans-
HOE, HO HepaBHOMEpHOe pacrnpocTpaHeHue. Ero yacto oOHapyKUBAIOT y MaueH-
TOB C PA3IMYHBIMU BUPYCHBIMH T€IIaTHTaMH, TeaTUTaMu 0e3 SBHOTO BHPYCHOTO
areHTa, a TakXKe Cpe/iu 3/10pOBOT0 HaCEJIeHHUSI.

B 2009 . MexayHapooHBIM KOMHUTETOM TII0 TaKCOHOMHUU BHUPYCOB
(International Committee on Taxonomy of Viruses) naHHOMY BUpYycCy ObLIO IIpu-
CBOCHO Ha3BaHHe, OTpakaroliee Haubonee yacThli myTh nepenaun (Transfusion
Transmitted) u oObsICHsAIOLIEE ITIABHBIE YEPThl T€HETUYECKOW OpraHu3alliK BUPY-
ca (torque teno virus — OT Jiar. torque — «OXKepelibey, teno — «ToHkun»). TTV
otHocutcst k pony Circoviridae, cemerictBo Anelloviridae. Ilocne BbIsiBIEHUS
opuruHansHoro TTV, obnamaromiero 3HaYMTENILHOW BapHaOENbHOCTHIO T'€HOMA,
6611 OTKPBITHI Apyrue TTV-nogo6GHbIe BUPYChL: HAIpUMeED, torque teno mini virus
(TTMV) u torque teno midi virus (TTMDV).

ITo mepe uzyuenus TTV mpousolnna 3HAUUTENbHAs 3BONIONMS B3NISOB
Ha poib BHpyca B Pa3BUTHU NATOJIOTHH y 4yenoBeka. Ha cMeHy mpencraBieHu-
SIM O NPEUMYIIECTBEHHOM I'enaroTpOHOCTH BUpYyca MPULUIN JJaHHbIE, YKa3blBa-
ronme Ha 6eccumnrToMHyro nepcucreHnuto TTV B opraHuszme B KauecTBe OJHO-
TO U3 MIPEJCTaBUTENICH YeI0BEUECKOr0 BUPOMA.

OCHOBBIBasICh Ha PA3NIUYUHM B CTPOCHUH, BBIICISIOT 5 T€HOTHIIOB BHpPYyCa
(G1-G5) u 6onee 30 cydbrunoB TTV. G1 TTV 6bu1 00HapYXeH KaK y 370POBBIX
HOCHTeJIEH, TaK ¥ Y TAllUeHTOB C TIOBBIIICHHBIM YPOBHEM IIEY€HOUHBIX ()ePMEHTOB
U reratutoM HeusBecTHOH stnonoruu. G4 TTV He BcTpewaeTcs y 3J0pOBBIX JIIO-
Jel, Ho 0OHApY)XUBAETCs Y MAIMEHTOB ¢ PEBMATOMIHBIM apTPUTOM U TSXKEIBIMU
OCTPBIMH PECIIUPATOPHBIMHU 3a00JIEBAHUAMH.

TTV yacto 0OHAPYKHBAIOT y MAIMEHTOB C PA3JIMYHBIMH BUPYCHBIMH T'€TIaTH-
TaMH, TeraTuTaMu 0e3 IBHOIO BUPYCHOIO areHTa, a TakkKe Y 370pOBOr0 HACEICHHUSI.
Hmerotcst oTaeNbHBIE JaHHBIE O OMOXUMHYECKUX U THCTOJIOTHYECKUX N3MEHEHHSIX B
TKaHU TIEYEHHU U SITUTEITHH KEITYHBIX TPOTOKOB IpH MoHOMHpuimposanuu TTV, mox-
TBEPKJAIOIIIE BO3ZMOXKHOCTH POXOKICHNS BUPYCOM PEIUIMKAaTHBHOTO IIMKJIA B Te-
narorrax. Hapsiy ¢ 3TUM Ipu IpoBeIeHUH TMOPUIM3aIMH B KJIETKAX, IIOPaYKEHHbBIX
TTV, He ObLIO OTMEYEHO CYLIECTBEHHBIX LIUTOMATHYECKUX A(P(HEKTOB, XapaKTePHBIX
JUISL APYTUX TeNaToTponHbIX BUpycoB. I1o mepe nzydenus TTV npoucxonuia 3Boit0-
s B3MISIZIOB Ha pOJIb TAHHOTO BUpyca Juis yenoBeka. Jlanasie o momurpormme TTV
OIIPOBEPTatOT BO3MOKHOCTD €I0 OTHECEHHUS CKITIOYUTEIIBHO K BUPYCaM TeraTuTa.

Bricokast pacipoctpanenHocts TTV B uenoBe4eCKOl MOMyNISLNN YKa3bIBa-
€T Ha ero NepCUCTEHINIO B OPraHu3Me U CBHJIETEILCTBYET B MOJIb3Y €r0 Heraro-
regroctu. [Ipennaraercs ucnons3oBars ypoBers JJHK TTV B kpoBu manueHTOB
repes TpaHCIJIaHTaleld OpraHoOB B Ka4eCTBE HHJIONCHHOIO MapKepa HMMYHHOT'O
craryca opranusma. TTV MoxHO 0OHapyXHUTh B OOJBIIMHCTBE TKAHEH, KJIETOK U
OMOJIOTHYECKUX KUIKOCTAX OpraHM3Ma, 32 UCKIIOUYEHHEM SPUTPOLUTOB U TPOM-
oorroB. TTV peruuupyercss B MOHOHYKIJIeapax, KJIETKaxX MEYCHH, KOCTHOTO
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Mo3ra 1 nepudepuueckoit kpoeu, ocodenno B T-mumdormrax. K. Kosulin u co-
aBT. BBICKA3aJIU NIPETOI0KEHUE, YTO IPaHyIOLUTBI ABIAI0TCS OCHOBHBIM MECTOM
perumukanuu TTV y nereit mocie TpaHCIUIAHTAIIMH TEMOIIOITUYECKHUX CTBOJIOBBIX
KJ1eToK. EcTb TaHHBIE 0 HAX0XKJEHUH BUPYCa B CIIIOHE, I0TE, KEIUH, CIIEPME, MOYE,
Kaje, Ha3aJlbHOM M BarnHaJbHOM CEKpeTe, a TaKXkKe B COCKOOAX CIM3HUCTOH HO-
comtotky. Jlng nposenenust auarnoctuk TTV-uHbeKnuu MOXXHO UCIOIb30BaTh
OuomnTaTsl MeYeHH, TUM(GOY3I0B, KOCTHOTO MO3Ta, CEIE3E€HKH, IMOIKEeIyJ09IHOM
AKeJe3bl, JIETKUX, IIUTOBUIHOI XKene3bl.

M3yuenue Bupyca Ha HauyaJbHBIX JTalax IPENoiarajlo €ro BbBICOKYIO
reNaToTPONHOCTb, I[OITOMY HApEHTEPalbHBI IyTh Mepefadd IpeaCcTaBIIsLI-
cs1 HanOonee BepoATHBIM. K HeMy OTHOCAT MHOHUUMPOBAHWE IMPU NEPETHBAHUU
3apaXEHHOH KPOBU U €€ MPOJIYKTOB, IPH NpOoLeAypax FeMOAUAIN3a, UHbEKIU-
sx. [loaTomy B 30He MOBBIIIEHHOTO pucka 3apaxkeHuss TTV HaxonmsaTcs TOHOPHI
KpoBH; O0bHbIE reMOGUINEH; NalUeHThl C MHOTOKPATHBIME T€MOTpaHC]y3Us-
MHU; MAIUEHThl, IPOXOAIINE JICUCHHE TeMOIUAIN30M; MaleHTh! 110CiIe TPaHC-
IUIAaHTAlMU OPraHOB; HAPKOMAHBI, UCIIONbB3YIOLINE BHYTPUBEHHOE BBEJEHUE Hap-
KOTHYECKUX BEIIECTB.

PacmpocTpaHeHHOCTH HH(EKIMN CIHOCOOCTBYET 3apaXKCHHE KPOBH W ee
nponykroB TTV. Tak, HHOUIIMPOBAHHOCTH MPOAYKTOB KPOBU M (PAKTOPOB CBEp-
TeiBanus VIII u IX, mo manueiM P. Simmonds u coaBrt., cocrasisietr 44—56 %. Ilo
JTAHHBIM HEKOTOPBIX aBTOPOB, YacToTa nHuuupoBaHus TTV y 300pOBBIX JOHO-
poB kpoBu u uHpuupoBanHsx HBV umn HCV nauuentos cocrasiser 81,4 %;
90,8 % u 84,9 %, coorBerctBeHHO. M. Charlton 1 COaBT. BBISIBUIM B3aMMOCBS3b
ME3K/ly BHYTPUBEHHBIM BBEIEHUEM NIPOYKTOB KpoBU U 00HapyxeHueM JJHK TTV
B CBIBOPOTKE KPOBH PELMNUEHTOB. A. Matsumoto 1 COaBT. OIUCAIU KOPPEISILHU-
OHHYIO CBSI3b MEXJY uacToToil oOHapyxxeHus TTV u oObemaMu nepenuBaeMoit
kpoBu. C apyroit croponsl, C. Wollf u coaBr. ipu o6cnenopanuu 600 10HOPOB
kpoBH, 100 310poBbIX 1uI U 495 MaUEHTOB IOCHE TPAHCIUIAHTAMU CEpALa He
BBISIBHJTM KOPPEJIALIME MEXK]y 4aCTOTOI reMoTpancysuii 1 oOHapyxenuem TTV.

Yacrora obnapyxenus JHK TTV B KpoBU MHalMEHTOB, MOABEPralOIIUX-
¢ TMpouexype IeMoAuain3a, CTaTUCTUYECKU BbIIIE, YEM Y JIOHOPOB KPOBH.
VYCTaHOBIEHO, YTO HU BO3PACT, HU I0JI, HU BpeMsI [10CJIe TPAHCILIAHTALUY, HU KO-
JINYECTBO TEepeINBaHNN KPOBH, HU MPHUYMHA TPAHCIUIAHTAIMH HE CcBsizaHel ¢ BH
TTV y peuunueHToB nocie TpaHCIUIaHTALUY [I€YEHU.

BeprukanbHblii yTh Heperayu MpearosiaraeT BO3MOXKHOCTD Mepefadyn MH-
(dexuuyu oT MaTepu K IJIOLY BO BpeMs OEPEMEHHOCTH, a TAKXKE B IEPUOJ KOPM-
neHus pedeHKa rpyaHbIM MosIokoM. JlanHbie P. Gerner U coaBT. CBUIETEIbCTBY-
10T 0 BO3MOXHOCTH 3apaxeHus TTV Bo Bpems 6epeMeHHOCTH. BupycHblil reHOM
ObUT 0OHApY)XeH B CHIBOPOTKE KpoBH y 57 (41,3 %) u3 138 obcmenoBaHHEIX Oe-
pemenHbIX xeHmuH 1y 19 (13,8 %) n3 138 neteli B KpoBH U3 IyNOYHOH BEHBI.
ITo manaeIM M. Schroter u coasr., ceporno3utuBHEIME 110 TTV okazamuce 99 %
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JIeTed, pOXKICHHBIX OT MHQUIMPOBAHHBIX Mareped. EcTh NaHHBIE O ITUHAMUKE
nepcucteniuu TTV B TeueHue NepBoOro roja XU3HU peOEHKA, KOTOPbIE MPEAIO-
naratotT, uto BH yBenuuuBaercs B TedeHUe NEPBOTO Iofa KU3HHU, JOCTHUras Iuia-
TO uepe3 6 Mecaues. Cpennuil nokasarenb 4acTorel oOHapyxenus JHK TTV B
(dexanusax neTei mepBoro roja >KM3HM, HE MOMYyYaBIINX TpaHC(y3ui, 10 JaHHBIM
C. Lin u coasr., coctaBun 22,4 %. [lanusle, nonyuenusie B. @. YualikuHbIM 1
COAaBT., CBUETEJILCTBYIOT O BBICOKOM 4acTOTE OOHAPYXEHHS aHEJUIOBHPYCOB Y Je-
Tel B Bo3pacTe oT 8 MecsleB 10 16 yeT. bblio nokazaHo, 4TO Y 3[0pOBBIX AeTeil
yactora uneHTudukanun TTV nocturaer 94 %, y GONBHBIX TeNaTUTOM HEyCTa-
HOBJICHHOM 3THOJIOTHH TaKoBas cocranisiia 82,5 %, y 6onpHbIX ['A, a Taoke XI'B
u XI'C — pasusumacy 100 %. Iloutu y Bcex yCIIOBHO 370pOBBIX J€Tel B KPOBU
nupkyauposanu Bee Tpu TT-supyca: TTV, TTMDV, TTMV. [lpamoii cBa3u Mex-
ny oonapysxxerueMm TT-supycos (TTV, TTMDYV, TTMV) ¢ nopakeHueM Ne4eHn He
npociexuBaercs. O6pariaeT BHUMaHue TOT Qakxt, yTo 77 % ObLIM 1eTH paHHEro
BO3pacTa — OT 8 MecAIeB XU3HU 10 1,5 roxa.

Bonsmas pacnpocrpanenHocts TTV cpenn 300pOBBIX JIIOAEH IpeAronara-
eT OOJBLIYI0 BEPOSTHOCTh €r0 KOMH(EKINH ¢ APYTMMH BHPYCHBIMH arceHTaMu.
HccnenoBanuce ocobennoctu nepcucrenimu TTV B koundexkunn ¢ BUY, IIMB,
BK nonmomasupycom.

Otkpeitiie TTV npencTaBisyioch BaKHBIM B CBS3M C OTCYTCTBHEM OOHa-
pYX€HHs U3BECTHBIX BUPYCHBIX areHToB B 10-20 % ciy4aeB OCTpBIX I'elaTUTOB,
5-10 % — xpoHuueckux renarutoB U 10 50 % — QyIbMUHAHTHBIX T€NATUTOB.
HccnenoBanus MHOTHX YYSHBIX ObLIM HalpaBiIeHbI HA OLIEHKY NMOTEHIUAIbHOH re-
MaTOTPOIHOCTH BHPYCa, U3yUYEHUE eT0 KOMH(EKLIUH C U3BECTHBIMU BUPYCAMU Tema-
THUTOB, a Taxke Ha BbIsiBIIeHHe TTV y manneHToB ¢ KpUNTOTeHHBIMU 3a00JIeBaHUSIMU
rieyeHu. [IpoBoauBIIECs B 3TOM HaIpaBJICHUH UCCIIEA0BAHMS BECbMa HEOTHO3HAY-
HBI. Bb10o nokasano, yro nagummposanne TTV auarnoctupyercs y 15-28 % maru-
eHtoB ¢ BI'A, y 22-24 % — c octpeiM I'B, y 40-60 % — c octpeiM I'C u y 20 % —
¢ BUY-undexuueii. Mccnenoarenu mokasanu, 4to BeiseieHre TTV y manueHTos ¢
OCTPHIMU BUPYCHBIMHU T'€laTUTaMH U (QYJIbMUHAHTHOM MEYEHOYHON HEeI0CTaTOuHO-
CTBIO 3HAYUTENBHO BBIIIE, YeM Y TOHOPOB kpoBH (80,6 % u 76 % npotus 52 % co-
orBeTcTBeHHO; p < 0,05). ABTOpHI OTMEuatoT, uTo nprcyrcTeue TTV He moBbiiaeT
CMEpPTHOCTD Y MTAMEHTOB C (yITbMUHAHTHOM EYCHOYHOIH HETOCTAaTOYHOCTBIO.

Juckytupyercs poiab TTV B pa3BUTUM XPOHUUECKUX 3a001€BaHUI IIEUEHU.
ITo manuemm H. U. I'pomoBoii 1 coaBr., pacnpoctpaneHHocts TTV cpenu mamm-
€HTOB C XpPOHHUYECKMMU BUpycHbIMU renatutamMu B u C coctaBuna 61,0 u 45,1 %
cooTBeTcTBeHHO. Yactora BeisiBIeHUsT TTV B CiIydasx XpOHHYECKOTO remaruTa
Hu B, Hu C, v G xonebnercs ot 17 no 57 %, B ciyyasix uupposa rne4eHu Hu B,
U C, Hu G — ot 9 10 66 %, renaroneTIONSIPHON KapiuHOMbI — OT 9 10 51 %.
Psn paGoT, HOCBSIIIEHHBIX 3TOH TeMe, He BbIABUII IPU3HAKOB BosaeicTBus TTV Ha
teuenue X3I1.
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Onpenemsmu IHK TTV y manneHTOB ¢ MOBBIIEHHOW aKTHBHOCTBIO Iie-
YEeHOYHBIX aMHHOTpaHc(depas mnpu orcyrcTBun MapkepoB BI. ITlo naHHBIM
J. C. De Oliveira u coaBT., y NallMEHTOB, UMCIOIIUX MOBBIIICHHYIO aKTUBHOCTh
amuHoTpaHc(epas, yactora obHapyxenus JHK TTV B nepucdepuueckux Kier-
Kax KpoBH cocTaBmia 31,48 %, a B koHTponbHOM rpynne — 5,26 %. F. Piaggio u
COAaBT. OIIYOJIMKOBAJIHM JJaHHbIE, IOATBEPKAAIOIINE CBA3b MEXIY CIIOHTAaHHBIM I10-
CJICONIepallMOHHBIM TOBBIIICHHEM YPOBHS IEYEHOUHBIX aMUHOTpaHcdepas u 00-
HapyxeHueM TTV B ceIBOpoTke kpoBu oOcnenyemoro nanuenta. M. M. Muxaiinos
Y COABT. MOJYYHIIN TaHHBIE, CBUAETeNbCcTRYyomue o BoisiBinennu JHK TTV ¢ ongu-
HAKOBOM 4acTOTOH y IOHOPOB C HOBBIIEHHONW U HOPMaJIbHON aKTUBHOCTbI0 ATAT
(17,6 u 16,7 %, COOTBETCTBEHHO), YTO KOCBEHHO CBUETENBCTBYET 00 OTCYTCTBUH
BnusHus TTV nHa pa3sutue runepdepmenremun. Monoundekuus TTV BcTpeua-
eTcs y NalMeHToB ¢ 3aboneBaHusAME medeHn B 9,8 % ciyuaes. [Ipu Onoxummde-
CKOM HCCJIe[JOBaHUH MalueHToB ¢ MoHoMH(pekuueit TTV obHapykeHO 1oCcTOBep-
HOE TIOBBILICHUE OMMpyOrHa, a Takxke aktuBHOCTH ACAT u I'TTII no cpaBHEeHUHIO
co 3710poBbIMH. [10 aHHBIM psijia aBTOPOB, IPHU CPAaBHEHUH ITALIMEHTOB, CEpOHETa-
TuBHBIX 10 TTV 1 ¢ Monoundekiueir TTV, y nociaeqHuX 0TMEYAIOT NOBBILICHHE
aktuBHOCcTH AnAT, nakrarneruaporenassl, [ TTII u menouynoit pocdorassl. Ilpu
9TOM akTUBHOCTh AJIAT He 3aBucena OT JUIUTEIbHOCTH NMEPCUCTEHIMHM U TUTpa
JHK TTV B CBIBOPOTKE KPOBH.

IIpencraBinennsie B mepBoe necatwierne mocie OTkpeitus 1TV nman-
HBIE MOKa3bIBAIOT OOJIBIIONW pa3dpoc M HHU3KYIO 4acTOTy BHpyca Ipu 3aboseBa-
HUSX NEYEHHU, YTO CBS3aHO C HCIOJIb30BAHHMEM HEIOJNHBIX MpalMepoB Il ero
[LP-muarHoctuku. IloBbimenne 4yBCTBUTENBHOCTH M crneuuduunoctu I[I1P-
nuarHoctukn TTV B mocnenHee necsTHIIETHE MO3BOJIWIO BBISIBUTH BHPYC Y
77,4 % nanuentoB c I'A, y 87,6 % — HBV-nonoxurensueix, y 77 % — HCV-
MOJIOKUTENBHBIX U Y 92,8 % manueHnToB ¢ rematutamMu HU A-, HU E-aTHONOTHN.
[Ipu 3TOM aBTOpHI MOKAa3agu OTCYTCTBHE CTAaTUCTHYECKH 3HAYMMBIX DPa3IUYUil
OMOXUMHUYECKUX TIOKa3arened mexay rpynnamu TTV-nonoxurtensHbix U TTV-
oTpuuaTenbHbIX nanueHTos ¢ BIT A—E-stronorum.

[IpoGnema cocymecTBOBaHMSI HECKOJIBKIX MH(EKINOHHBIX areHTOB BCETraa
sIBIIsieTCA HauboJiee CIOKHOM JUIS MOHMMAaHUS POJIM KaXKAOro M3 HUX B Iarore-
Hese 3a0o0eBaHus. B nocnenHue roasl 0TMEYEHO yMEHBIIEHHE YHCIa padoT, mo-
CBSIIIEHHBIX KIMHUYecKkoMy 3HaueHuto TTV-undexunu. BeposiTHO, 3TO CBsI3aHO C
TeM, uto TTV sBIseTcs 4acThIM BUPYCOM, KOTOPBIH OOHApYKUBACTCS y MALUCH-
TOB C pa3auyHbIMK THUNIAMu BT, B cityuasx renatura 6e3 IBHOrO BUPYCHOTO areHTa,
a TaKXke y 3710poBoro HacesneHus. [Ipu 3ToM MHOTME aBTOPBI OTMEUAIOT OTCYTCTBUE
€ro yCyryoOJsoILero 1eiCTBUS Ha IPOrPECCUPOBAHNE U TEUSHHE Pa3JInYHBIX 3200-
JIEBaHUH NeYeHH.

SEN-Bupyc BHepBble MOIYYMJI JOKYMEHTAJbHOE IOATBEPXKICHHE B
1999 ., MexayHapoIHBIA MaTeHT Ha OTKphITHE Bupyca — B 2000 r. Ha3Banue
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BHUpYcCa ABISAETCA OTPpaKCHUEM TPaJHUIIN — 0003HaYeHNEeM WHUIMAIaMH TIEPBOTO
3aboneBiIero. 1o 6e3000104eUHbIi BUPYC ¢ KoubleBOH ogHouenoueynoit JTHK,
KOTOpBIi oTHOCHTCS K ceMelicTBy Circoviridae, umeeT He meHee 8 reHoTunoB. OH
ABJIAETCA «IlepellaBaeMbIM yepe3 KpoBb» (blood-borne) u ObL1 00HAPYKEH B X0z
HCCIIEIOBAaHNI TeMaTUTa, CBA3aHHOTO C MEepPEeNnBaHUEM KPOBH, HE OTHOCSIIErocs
x tunam A, B, C, D umu E. Xots Bupyc cBs3aH ¢ TpaHC(y3HOHHOU Iepenadei,
HeT yOeANTeNbHBIX HOKA3aTeIbCTB TOTO, YTO OH CaM BBI3BIBACT WIIH YCYTyOIseT
3a00/1eBaHUs IIEUEHHU.

HEOHATAJILHBINA TEITATUT

HeoHnaranbHblii (BpPOXKIEHHBII) remaTUT — MATOJOTUS TeUYeHH MHDEKIH-
OHHOH 1 HEMH(EKIIMOHHOW MPUPOJIBI B IEPUHATATIBHOM U IIOCTHATAILHOM HEPHOJIE
JKM3HH. 3a00eBaHus IEYCHN Y HOBOPOKICHHBIX M AETEH MJIaJIIero BO3pacTa Mmpo-
TEKAlOT C TEMHU K€ CUMIITOMAaMU, 4TO U y AeTell cTapllero Bo3pacTa U B3pOCIbIX,
K HUM OTHOCSITCS JKENTyXa, aCLUT, OTEKH, JIUXOPaaKa, OO B )KUBOTE, 3yl, CTEaTO-
pes, kpoBoreueHus 13 KKT. OcoOeHHOCTbIO IOPaXKEHUSI IEYEHU B 3TOM BO3PAaCTHOM
HIEpPHO/IE SIBIISIETCS BBICOKAS YaCTOTA FeHETHIECKUX HApYIICHUH, BIUIHIE 3a001eBa-
HUs Ha (U3UUECKOE U HEPBHO-IICUXUUYECKOE Pa3BUTHE peOeHKa. OCHOBHBIE CUMIITO-
MBI ITOPKEHUSI TIEYCHN — JKENITyXa M OKpaIlICHHas MOYa, COIeprKallas XKeIIHble
MUTMEHTHI. BTOpo#i XapakTepHblli CUMIITOM — KOXHbIE TeMOppariy U KpoBoTeye-
HUS U3 TIYTIKA, TIMIIEBapUTEILHOTO TPaKTa U MOYEBBIX ITyTel, KOTOpbIE MOT'YT OBITh
CIIEJCTBUEM HENOCTATOUHOCTH (haKTOPOB CBEPTHIBAHUSA IIPU IPOTPECCUPOBAHUU 32~
OoJieBaHUs TIEUYEHH, HO MOTYT OBbITh U 00YCIIOBIICHBI Ie(UIUTOM BuTaMuHa K, 4to
CBSI3aHO C HapyIIEHHEM €ro BCACBIBAHUS IPU XOJIeCTa3e, KOTOPbIH SABISETCS IVaB-
HBIM 00BEIUHSAIONMM CHHAPOMOM BCEX HEMH(EKIIMOHHBIX MOPAyKSHHUH ITEYESHH.

Xomnecra3 sBISIETCS pe3ylbTaToM YMEHbIIEHNsT 00pa30BaHUs W/HIIU BblEIIe-
HUSI KEJTYH, YTO OOYCIIOBJICHO PSIJIOM paccTpoiicTB. TepMHH «HEOHATANBHBINA XO-
JecTas3» 4acTo UCMOJb3yeTCsl Ul 0003HAYEHUs XOJIEeCTaTUIeCKOll OoIe3HHU mede-
HH, KOTOpasi IPUCYTCTBYET NPH POXKICHUH U /UIIN Pa3BUBAETCS B TEUEHHE MTEPBBIX
HECKOJIBKHMX MECSLEB XKHU3HU, @ HE OTHOCUTCS CTPOr0 K HEOHATAaIbHOMY IIEPUOY.

Kanaccuduxaunsa no MKb-10:

P58.2 HeonaranbHas xenryxa, o0ycioBieHHas nH}exuei

P58.4 HeonaranbHas sxentyxa, 00yclIOBJICHHAs JIEKAPCTBEHHBIMHU CPEJICTBA-
MU WJIM TOKCHHAMH, NEPEUIeIUMH U3 OpraHu3Ma MaTepH WM BBEICHHBIMHU HO-
BOPOXKIEHHOMY

P59.1 CunzpoM cryueHus Keaau

P59.2 HeonaranpHas jxentyxa BCIEICTBUE APYTUX M HEYTOYHEHHBIX IIO-
BPEXKCHUH KIIETOK TIE€YEHHU.
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BriocneacTBuy mpyu yTOYHEHUH NPUYMHBI HEOHATAJIBHOTO XOJecTa3a KO-
poBaHue 3a00sieBaHus TpaHC(HOPMUPYETCS B COOTBETCTBYIOIINET KO/ BBISIBICHHON
HO30JIOTHH.

HeonaranbHbiil X0JecTas, uiiuiics 6onee ABYyX HeleNb, HAOII0AaeTC s MPH-
Onu3uTebHO ¢ YacToTod 1 Ha 2500 HOBOPOXKIIEHHBIX U SIBIISIETCS Hanbouee pac-
MPOCTPAHEHHBIM KIMHHKO-JIA00PATOPHBIM CHHAPOMOM MOPaXKEHHsI ieueHH. B oc-
HOBE HEOHATAJBLHOTO XOJeCTasa JIekaT Pa3iIM4yHble NECTPYKTHBHBIE W3MECHEHUS
JKETYEBBIBOSIIIUX POTOKOB, HAPYLICHHS MPOHUIAEMOCTH MEMOPaH IernaTolUTOB
1 MEXKJICTOYHBIX COCANHEHUH, B OOJBIIMHCTBE CIy4aeB KOTOPbIE HOCAT 00paTh-
MBIl Xapaktep. XoJecTa3 HOBOPOKACHHBIX OOBIYHO OMPEIEISICTCS] KaK KOHBIOTH-
pOBaHHasi TUNEPOMIUPYOUHEMHUS U SBIISETCS PE3yJIBTaTOM CHIDKCHHUSI 00pa3oBa-
HUSL XKETYH W/WIN €€ SKCKPEIMU, YTO MOXKET OBITh BBI3BAHO PSIIOM HApYIICHHH.
Kpome Toro, ¢popmMupoBaHre HEOHATaILHOTO X0JIECTa3a Ha YOHE BHENEUEHOUHOM
MePUHATATBHON MATOJOTHH TAaKXKe XapaKTepHO VISl MEPUO/ia HOBOPOXKICHHOCTH,
T. K. IMEHHO B 3TOM BO3pacTe CyllecTByeT MOpGo(dYHKINOHAIBHAS HE3PEIOCTh
renaToOIMApHO CHCTEMBbI KaK pe3yJbTaT COYETAHHOTO BO3ACHCTBUS MATONOTH-
YeCKHX M ATPOTeHHBIX (aKTOpOB.

OCHOBHBIC MPUYHHBI XOJIECTa3a!

1. BHeneueHo4Has JKeI4Has HEIIPOXOIUMOCTb:

— OwnMapHas aTpe3us;

— KHCTa XOJIEN0Xa;

— JKeNYHbIe MPOOKH UITH KAMHU JKEITYHOTO TIPOTOKA;

— cIaBJeHHe OOLIEro XKeTYHOro MPOTOKa;

— HEOHATAJIbHBIA CKIICPO3UPYIOLIHI XOIAHTHT;

— CIIOHTaHHas nepdopanus KeTIHbIX TPOTOKOB.

2. Nudexuuu:

— BBI3BaHHBIE BUpyCcaMu — aZieHoBUpycoM, LIMB, sHTepoBupycamu, BUpy-
camu npoctoro repneca, BUY, napsoBupycom B19, BupycoM KpacHyXu;

— OakTepuanbHble — WH(EKIIMA MOYEBOW CHCTEMBI, CETICHUC, CU(HUITUC;

— Mapa3uTapHbIe — TOKCOILIAa3MO3.

3. Merabonudeckne / TeHETHYECKHE 3a00JICBaHMS:

— HapylICHUs YIJICBOIHOTO OOMEHa — rajaKTO3eMHusi, PPYKTO3EMHUsl, TN~
KOT€HO3BI;

— HapylIeHUs MeTaboNn3Ma OEeJIKOB — HEIOCTaTOYHOCTh IIMKJIa 00pa3oBa-
HYSI MOYEBHHBI (JeUIMT LNTPHHA), OpraHMYeCKas alluIeMuUsl, TAPO3UHEMHUS,

— HapylIeHUs JUMUAHOTO 0OMeHa — Oone3nn Bompmana, Humana—IInuka
Tun C, ['ome;

— HapyLICHUs MeTa00IH3Ma METaJIOB — HEOHATANbHBIA TeMOCHIEPO3;

— HapyuieHus cuHTe3a xkeauHbXx kucnot (JKK) — neduuunt 3B-ruapokcucre-
poun-A5-C27-crepounaerunporesassl (tun 1), nepunur A4-3-okcocteponiHon
5B-penykrasbl (Tum 2), 1eUIUT XONECTEPUH-70-TUAPOKCUIIA3Bl U NEPUIIUT CTe-
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pon-27-runpokcuinassl (1iepeOpOTeHAMHO3HBIN KcaHTOMaTo3) (Tl 3), neuuur
anbga-merunanmi-KoA panemassl (alpha-methylacyl-CoA racemase — AMACR)
(tun 4), cunnpom 3emnserepa (Zellweger syndrome);

— npyrue Metabonuueckue AeheKTsl — AePUUUT anbda-1-aHTUTPUIICUHA,
BPOJKIICHHBIE HAPYIICHHS TIIMKO3UINPOBAHUS;

— HACJIEICTBCHHBIE XOJIECTATHICCKHE PACCTPONCTBA — CHHIPOM AJIaXHIIS,
cunpom ARC (aprporpumnos—modedHas JUC(YHKIHS—XOJIECTa3), KUCTO3HBII
¢ubpo3 (myxoBucimnos), cuxapom NISCH (Neonatal Ichthyosis-Sclerosing
Cholangitis syndrome, HeOHaTalbHBIH HXTHO3—CKJICPO3UPYIOIIUIA XOJAHTHT),
MIPOTrpecCUPYIOIINI ceMeiHbIl BHyTpunedeHouHbli xonecras (IICBX), cunapom
Jy6una—J>xoHCOHa,

— BpOXJEHHBI (HUOPO3 neyeHu.

4. MuTOXOHIpHUATBHBIE HAPYIIEHUSI.

5. DOHIOKPUHHBIE — TUIIONUTYUTAPU3M, THIIOTHPEO3.

6. Toxcuueckue — JiekapcTsa (aneTaMUHO(EH, rajloTaH, K30HUO3U), JUTH-
TENIbHOE MOJIHOE apEeHTEPaIbHOE TUTaHHE.

7. ANJIOMMMYHHbIE — T€CTAI[OHHAs AJJIOMMMYHHasi 0OJe3Hb NeYeHu (Te-
MOXPOMATO3 HOBOPOXKACHHBIX).

8. Ipouwme:

— MIMONAaTHYECKUi HEOHATAIbHBIN IEeMaTuT;

— HECHHIPOMHAsI HEAOCTaTOYHOCTh MEKAOIBKOBBIX KETYHBIX TPOTOKOB;

— IIox/runonepdysus;

— KHIIEYHast HeTPOXOJHMOCTb.

Merabonudeckue 3a001€BaHUs, KOTOPBIE MOTYT ObICTPO IPUBECTU K OCTPOii
neueHouHoH Hegocrarounoctu (OITH) y nereit npencrapnenst B Tadm. 5.

Tabnuya 5

Meragonnyeckue 3a001eBaHus y 1eTell, IPUBOAsIINE
K OCTPOii MeYeHOYHOH HeJ0CTATOUYHOCTH

Bospacr nereii ¢ OITH MeTtabouueckoe 3a00/1eBaHHe
o 6 mMecsitieB TanmakTozemust
Boneszns Humana—IIuka tun C
Tuposuaemus

JleheKThl IMKO3UIMPOBAHUS
MuroxoHapuanbHas 60JIe3Hb

7 mecsiues — 4 rona MutoxoHapuansHas 00Ie3Hb

Tupo3unemus

HacnencreHHas HEIEPEHOCUMOCTD (BPYKTO3BI
JledeKThI MKIIa MOYEBHHBI

5-18 ner Bonesnp Bunbcona—KonoBanosa
MuroxoHpHasbHas 001e3Hb
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IlaTorenes HeoHaTaabHOTO TEMATUTA OIPENESIETCS OCHOBHOM NMPUYMHOMN
Pa3BHUTHSI CHHAPOMA XOJIeCTa3a.

EcTh HECKONBKO MPUYMH HEOHATAIBFHOTO XOjecTasa, TpeOyromue ObICTpoi
JIMarHOCTUKH, YTO CBSI3aHO C XOPOILIMM ITPOrHO30M. Hamprmep, aTpe3us KemIHbIX
MyTei JI0JKHA OBITh OBICTPO TUATHOCTHPOBaHA U TUPPEPEHIUPOBAHA OT APYTHX
MPUYUH XOJIECTa3a, MOTOMY YTO PaHHEE XHUPYPruiecKoe BMELIATENbCTBO (0 ABYX
MeCSIIEB) IPUBOIMT K JTydmeMy ucxoay. K xoporio koppurupyemsim 3a001eBaHH-
SIM, KOTOpBIE TPEOYIOT OBICTPON TUATHOCTUKH JJIs Hadaa 3peKTHBHOM Tepanum,
MOYKHO TaKKe OTHECTH THPO3WHEMHIO, TAIAKTO3EMUIO, THIIOTHPEO3 U psix HH EK-
LUOHHBIX T€NAaTHTOB, COMPOBOXKIAIOIIMXCS CHHIPOMOM XOJIeCTa3a.

BHEIIEYEHOYHAS HEITPOXOJUMOCTbD

BusinapHasi aTpe3usi — 3TO MaTOJIOTHS, XapaKTEPHU3YIOIMAsACs HOPAKECHAEM
KaK BHYTPHUIICUCHOYHBIX, TAK U BHEMICYCHOUHBIX JKETYHBIX TIPOTOKOB, YTO MIPUBO-
IIUT K pa3BUTHIO (hUOpO3a TIEYCHU U OOJIMTEPALIUK KEITUHBIX TPAaKTOB. B marore-
He3e aTpe3ry BHYTPHUIICYCHOYHBIX JKEITYHBIX MyTeH OMpeeTeHHYIO POJIb HIPaeT
MMMYHHast cucteMa. [Ipu npoBeeHNN NTUTOXMMHYECKOTO HCCIIeIOBaHNS OMONTa-
Ta TIEYCHH BBIABIIOT KJIETOYHbIE Mapkepbl BocnaneHus — CD14+ makpodaru,
3aIyCKaloIue BBIPAOOTKY KackaJa MMMYHOJIOTHYECKHX peakuuii. DKcupeccus
BHYTPUKJICTOYHBIX aJre3WBHBIX MOJNEKYN | THma crocoOCTBYyeT (pOPMHPOBAHUIO
JIEWKOLMTApHBIX AHTUTCHOB BOKPYT JKETYHBIX IPOTOKOB, YTO B CBOIO OYEpEnb
3aIyCcKaeT IUTOTOKCHYECKYIO «TUM(OLUTAapHY0 ataky». [Ipomecc BocmaneHus
SMUTEIHANBHBIX KIETOK JKETYHBIX MPOTOKOB COMPOBOXKIAETCS AKTHBHOW BBI-
paboTKOl POCTOBOrO (PakTopa, CTHMYIUPYIOMIEIO TPAHCKPHIIIMIO KOJUIareHa
1-ro Tuna, Jexamiero B OCHOBE MEPHIYKTaIbHOTO (HUOpo3a.

TlepBble KIMHUYECKUE CUMIITOMBI MOSBISIOTCS K MECAIY JKU3HH. ATpe3ust
JKETYEBBIBOISIINX MTyTei — Hanbolee pacpocTpaHEeHHAs! IPHYMHA KOHBIOTHPO-
BaHHOU THMEpOMINPYOHMHEMUN y TS PaHHEro BO3pacTa B SKOHOMUYECKH pa3-
BUTBIX CTpaHax u Ha ee Jomto npuxoaurcs 20-30 % cnyuaes. laxe y nereit, koto-
PpBIE JIEUMITUCH XUPYPTHISCKU, B KOHEUHOM HTOTe MPOMCXOAUT MPOrPECCUPOBaHIE
¢ubposza B uppo3.

BONBIIMHCTBO ICTEH POXKIAFOTCS 3A0POBBIMH, JOHOIICHHBIME; (pU3HUECKOE
Pa3BHUTHE COOTBETCTBYET IEPUOAY recTanuy. J[eTn He UMEIOT CUMIITOMOB 3a00J1e-
BaHHUs B ICPBBIC HEICIH J)KU3HH, YTO OTIIMYAET UX OT JETel C HEOHATATbHBIMH HH-
(bexunsamMu, KOTOpble POXKIAIOTCS HEAOHOLIIEHHBIMU, MaJIOTO T€CTAllMOHHOTO BO3-
pacta u UMErOT 3a0oJieBaHus ¢ poxkaeHHs. HeoOX0MMO MOMHHTh, YTO HHBEPCHS
OPTaHOB, CEJIe3eHOYHbIE aHOMAIIUH 1 BPOKIECHHBIE IIOPOKHU CEPALIa 4aCTO CBS3aHbI
C XOJIECTa30M U TPEOYIOT UCKITFOUCHHSI OUITHAPHOM aTpe3uH.
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Knunnyeckue mposiBIeHHsT OMIMApHOM aTpe3nyl BKIIIOYAIOT JKENTYXY C 3e-
JICHOBATHIM OTTEHKOM, YBEJIMYCHHE Pa3MEPOB MEUEHH, HACHIILIEHHO JKENThIA LBET
MOYH, 3IM30/bI axoiuu cTyna. JKenTyxa mosiBiusercss Ha 2—3-€ CyTKH KHU3HHU, TO
€CTb B 0OBIYHBIE 1715 PU3UOIOTHUYECKON XKeNnTyXu cpoku. IIpumepHo y % nereii ot-
MEYaloT HaJIMIKe «CBETJIOr0 NPOMEXKYTKa» — yMEHbLIEHHE HHTEHCUBHOCTH JKeJl-
TYXH K KOHILy 1—2-# HeZlenH )KU3HHU ¢ MOCIEeNYOIUM IOCTEIIeHHBIM €€ HapacTa-
HHEM U HOSBJICHHUEM 3€JI€HOBATOr0 OTTEHKA KOXKU K KOHITY 1-ro mecsa. AXomus
cTyna — HauboJsiee paHHUIl ¥ NOCTOSHHBIN KIMHUYECKUH MpU3HaK 3a001eBaHusl.
[Ipu onenke 1BeTa cTyna ciIeAyeT IOMHUTH, YTO IPH UCTIOIb30BaHUH HEKOTOPBIX
neyeOHBIX cMeceil SKBUBAJIEHTOM 00ECIIBEYEHHOIO CTYyJIa MOTYT OBbITh Pa3HbIE OT-
TEHKH CEpOTo IIBeTa. XapaKTepHO OTCYTCTBUE I'elaTOMETaInd NPH POXICHUH U
NocieAyIolee yBeIUYEHHE Pa3MEPOB NEYEHU, U3MEHEHHE €€ KOHCHCTEHIUU OT
9JIaCTUYHOM 70 IUIOTHOM B TEYEHHWE MEPBBIX ABYX MecsieB ku3HU. K Bo3zpacty
1-ro mecsna >KU3HH BO3MOXHO DPa3BUTHE I'€MOPpPAruvyeckoro CHHIPOMa, KOTO-
pBIi KITMHUYECKH TPOSBISETCS KPOBOTOUMBOCTHIO cim3ucTol oOonouku JKKT,
MyIIOYHOM paHKH, HEpeKo — BHYTPHUYEPENHbIM KpoBousiusHueM. K Bospacty
1-2-ro Mecsiia KU3HU NOSBISETCS Ae(DUIUT MAacChl Tea, CTETIEHb BBIPAKEHHOCTH
KOTOPOTo 3aBHCUT OT BHJa BCKapMiMBaHus pebenka. Hanbomnee BrIpaKeHHBIN ae-
(GbUIUT Macchl Tena OTMEYAIOT IPH IPYJHOM BCKapMIIMBAHUH WM HCIIOIB30BAaHUI
HCKYCCTBEHHBIX CMECeH, PeAHA3HAYSHHBIX JJIs1 TUTaHUs 30POBBIX HOBOPOXKICH-
HBIX. [IpH Hcnonp30BaHNY J1e4eOHOTO BEICOKOKAJIOPUIHHOTO MUTAHMS C YACTUIHBIM
pacuieneHueM pa3JIMYHbIX COCTABISIIOIIMX JIe(pUIHUT Beca MOXET OTCYTCTBO-
BaTh WM OBITH MUHMMAJIBHO BBIPRKEHHBIM. be3 XUpyprudeckoro Je4eHus yxe K
5—6 MecsiLaMm >XKU3HHU MOSBISAIOTCS NIPU3HAKU ITOPTAIbHON TMIIEPTEH3UH, CILICHO-
Meranys, KOXHBIA 3y U KCAHTOMBI, KOTOpbIe B JalbHEHIIEM MPOrPECCHBHO Ha-
pacTaloT U CBUIETENLCTBYIOT O ()OPMHUPOBAHUU OUIMAPHOTO LUPPO3a. ATPE3UI0
JKETYEBBIBOIINX IIyTel HEOOXOMMMO CBOEBPEMEHHO pacloO3HaTh, T. K. paHHee
XUPYPrUYECKOe BMEIIATENLCTBO (10 60-AHEBHOIO BO3pAcTa) CYILECTBEHHO YIy4-
IIaeT UCXOZ 3a00eBaHus. B KOHEYHOM NTOre MalMEeHTHI ¢ aTpe3Hei KETIHBIX my-
Tell Hy>K/Ial0TCsl B TPAHCIUIAaHTAIH TIEYECHH.

JlaGopaTopHbIe NCCIEAOBAHUS BBISBIISIOT MOBBILICHHE KOHBIOTUPOBAHHOTO
OunmpyOuHa, ciaboe Wik yMepeHHOE yBEeJIMYeHHE aKTUBHOCTH aMUHOTpaHchepas
1 HEPOOPIHOHAIBHO BeICOKUH ypoBeHb I T'TII.

Kucra o0mero ke14Horo nporoka. KucTbl >kemuHbIX IyTeH SBIAIOTCA
pelnKoi, HO M3JICUMMOM NPHUYUHON KOHBIOTMPOBAHHON THIEpOMIMPYOUHEMHUU.
IlepBoHa4aabHO MX HA3BIBAJIM KUCTAMH XOJIEI0Xa, IOTOMY YTO OHU OOBIYHO BKJIIO-
YaIOT BHEMEYCHOUHBIN KeIYHBINH MPOTOK. BpokaeHHOE pacuimpeHue >KemqHOro
MIPOTOKa, KOTOpoe B 2—5 % ciy4aeB BBI3bIBAET [TOJHOE HAPYIIEHHUE TPOXOAUMOCTH
JKETYEBBIBOIINX [IPOTOKOB, MOXKET OBITh MPUYMHON BHENEYEHOYHOTO XOIeCTa-
3a. [To MexaHu3My (OPMHUPOBAHUS BBIJCISIOT IIEPBUYHBIE U BTOPUYHBIE KHUCTHI.
ITo mopdonornueckum Tunam: I tun — nuddysHas wim BepeTeHooOpa3Hast KUCTa,
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II Tm — u30aMpOBaHHAs KUCTA OOILET0 JKeITYHOro nportoka, [II Tun — Xonenoxo-
nene, IVa tun — coueranue aud@ys3Hoi kuctel u xonegouene, [Vb tun — coue-
taHue AU(Gy3HOH KUCTBI ¢ KHCTOH BHYTPUIIEUCHOYHBIX XOAOB. Y OONBIIHHCTBA
nereld Habironaercst 1M dy3HOe YBEIUYeHHe OOIIEro KeTYHOro MpoToka (tun 1,
npexactasmisomuii ot 50 1o 80 % >KemdHBIX KUCT).

B nononHeHue K JKeNTyXe HOBOPOXKAEHHBIE MOI'YT UMETh 0OIb B JKUBOTE,
yBEJIMUEHHE ero 00beMa M TOITHOTY. HekoTopsle MIafeHIbl, Y KOTOPBIX JHATrHO-
CTUPYIOTCSI KUCTBI JKEIUEBBIBOAAILUX IyTEH ¢ MOMOLIbIO NpeHaranbHoro Y3MU,
6eccHMIITOMHEI B TeUSHHE HEOHATAIBHOTO TIeproa. Bo3MOXKHO coueTaHNe KHUCTHI
001LEr0 JKEIUHOIo IPOTOoKa ¢ 6one3Hbo Kaponu (hubpoxonaHrHOKUCTO3 IIeUEHU)
WK BPOXKIEHHBIM (pruOpo3om neuenn. KiimHuueckas cumnroMaruka HaOlIraaeTcst
[IpU HAapyUIEHUU IPOXOJUMOCTH KETUHbIX ITyTeH WU IIPU pa3sBUTUM UH(DEKIIUOH-
HBIX OCIIOKHEHHMH, TaKUX KaK XONAHTHT. B mepBoM ciydae KIMHHKO-Taboparop-
HblE IIPOSIBICHUS HE OTIIMYAIOTCS OT aTPE3UM BHENEUEHOUHBIX JKETUHBIX IPOTOKOB.
ITpu pa3sBUTUM XOJAHIUTA XapaKTEPHO COYETAHUE IPU3HAKOB BHENEYCHOYHOIO
XoJecTa3a ¢ BOCHAIUTENbHbIMU U3MeHeHUsMU. IIpu 3ToM HaOmomaercst MOBBI-
IICHHE TEeMIIePaTyphl Tela, yXyIIIeHHe 00Iero COCTOSHUS U APYTHe CHMITTOMBI
nH(eKIoHHOro mpouecca. B Gonee mo3nHeM BO3pacTe KIMHUYECKYIO KapTUHY
pacmmpeHns 00IIeTo JKeTIHOTO MPOTOKA XapaKTepU3yeT TpHuaja CHMITOMOB —
penuauBUpyoLe 00aM B SMUIAacTPalbHOM 00JaCTH MM IPaBOM Noapedepbe,
HepeMeKaronascs KelTyXa U HaJWdue OIMyXOJIEBHUIHOTO 00pa30BaHMS CIIpaBa y
Kpas IedeHH. BpIpaXKeHHOCTh CUMIITOMOB 3aBHCUT OT Pa3MepOB KHCTbI, BO3pacTa
pebeHKa M CTeTIeHH HapyIIeHHs Iaccaka xKerdu. IIpu 9acTHIHOM HpensTCTBUH
OTTOKY >KET4YH IPU3HAKU OOCTPYKLUU XKEITUEBBIBOAALIIMUX IIyTell MOIyT OBITH HH-
TEPMUTTUPYIOLIMMH, U KIMHUYECKUE NPOSIBICHUS B HEOHATaJLHOM IIEPUOJE HE
BbIABIIAIOTCA. KucTa 00bI4HO MOXET ObITh OOHapyxkeHa ¢ momolnsto Y3U, mar-
HHUTHO-PE30HAHCHOH XOJaHTHOMaHKpeaTorpaduu, 3HAOCKOIINYECKOH peTporpaj-
HOH XOIIaHI'MONaHKpeaTorpaduy U/UiaM UHTPAONEPallMOHHON XOIaHIMONaHKpea-
Torpaduu.

JleueHue 3aBUCUT OT THUIA KUCTbl U HAJIMYMS XKEITYHOU OOCTPYKLUH, HO B
GONBIIMHCTBE CITydaeB, OCOOCHHO NPH BO3HHKHOBEHHH B HEOHATAbHOM II€PH-
ofie, TpeOyeTcss XUpypruueckas pe3eKuus. YIaJleHUe KUCThl MOXET IPeloTBpa-
TUTh Pa3BUTHE BOCXOJSALIETO XOJNAHTUTA WM aleHOKAPLIMHOMBI JKEIIUYHBIX ITyTEH.
PannomMu3upoBaHHOE MCClIEN0BaHKE [IOKA3aJI0, YTO (UOPO3 MeueHU pa3BUBAETCS
Jaxe y 0ECCHMITOMHBIX MJIAACHICB M PaHHEE XHPYPrHIeCKOe BMEIMIATeIbCTBO
(< 1 Mecs1a) urpaer MONOXKUTEIbHYIO POJIb 110 CPAaBHEHHIO C NO3AHUM (> 1 Me-
csia) BMeIaTeNbCTBOM. [TarMeHTsl ¢ KHCTaMH JKeTYEBBIBOIANIMX MyTeil MOTyT
HOZIBEPraThCsl PUCKY MOCIEAYIOLIEr0 Pa3BUTHS XOIAHTHOKAPLIMHOMBI J]axe I0CIIe
PE3EKLUH U JJOJKHBI IEPUOANYECKH KOHTPOJIMPOBATLCS C MOMOILBIO BU3YyaJIu3a-
LUK ¥ aHaIKU3a KPOBU HA OHKOMApKEPBI.
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Jlpyrue NpHUYUHbBI 8HENEeUeHOUHOU JHCETYHOU HeNnpoXoOUMOCmu 'y IeTeH paH-
HETo BO3pacTa BKIIIOYAIOT: CHHIPOM JKETYHOH MpoOKH (HampuMep, y MalUeHTOB
C MYKOBHCIHAO030M); >KETYHbIC KAMHU WJIM JKEITYHBIN CIaPK-CHHIPOM; OITyXOJIH
Y HEOHATAJBbHBIA CKJICPO3HPYIONIMH XONAaHTUT. [ MCTONOrMYeCKHe TIPHU3HAKU He-
JOCTaTOYHOCTH MEXKIOIBKOBBIX KETYHBIX IIPOTOKOB BCTPEUYAIOTCS HE TOIBKO MPU
CHHIPOME AJIQXUIISl, HO MOTYT HaOIIONAThCS MPU HEJOCTATOYHOCTH anbda-1-aH-
TUTPUIICHHA, MyKoBHcuUA03e, nHpekusax ([IMB-undexus, cudpumuc), Muto-
XOHJIPHAJTIBHBIX 3a00JICBAHUSAX, MPOTPECCUPYIONIEM CEMEHHOM BHYTPHIICYCHOY-
HOM XoJiectase 1-ro u 2-ro TUIOB, BPOXK/IEHHOM (ruOpo3e neueHHu.

BAKTEPUAJIbHBIE, TIPOTO30MHBIE
" BUPYCHBIE THO®EKIINN

Jlonst xonecrasa, IPUIHACHIBAEMOT0 HHPEKINH, 3aMETHO Pa3indaeTcs B pas-
HBIX UCCIEJ0BAHUSIX, BEPOATHO, B 3aBUCHUMOCTH OT nomyisiuuyu. HeonatanbHbli
TeNaTuT B OONBIINHCTBE CITy9JaeB ABISETCA OAHHM W3 MPOSIBICHMI reHepanns3o-
BaHHOI nH(ekuu, xots 6oaee yeM B 50 % ciaydaeB npu BHYTpUYTPOOHOI HH-
(bexIy M3MEHEeHUs IEeUeHH HOCSAT PeaKTHBHBIA Xapakrtep. KimmHmdeckme mpo-
SBJIEHUS NPU relnaTuTe BKIIIOYAIOT HapylleHHe OOIIEro COCTOSHMS, HNPU3HAKU
HMH(PEKIHOHHOTO IIPOIECCa, KENTYXY, YBEIUUCHHE Pa3MePOB IIEUCHH 1 CENe3eHKH,
reMmopparuyeckuil cunapom u apyrue npusHaku TORCH cunapoma. JItoOble un-
(heKIOHHBIE aTeHTHl MOTYT IIPUBECTH K Xonectasy. Hanbomnee gacTo mopaxkenue
[IEYEHU, KOTOPOE CONPOBOKAAETCS CUHIPOMOM XOJIECTA3a, BBI3bIBAIOT TOKCOILIA3-
Ma, TepIECBUPYCHI, BUPYChl IAPEHTEPANIBHBIX IeNaTuToB. MeHee yacTeIMU IIpU-
YYHAMU SIBIISIOTCSA S9HTEPOBUPYCHI (3XOBUPYCHI), aA€HOBUPYC U mapBoBupyc B19.
bakreprnansable HHGEKINH C TPAMIIOIOXKHUTEIPHBIMH M TPaMOTPHIATEIBHBIMA
OpraHU3MaMH TaKXKe MOTI'YT IPUBOJUTH K XxonecTady. Hanpumep, sxenryxa MoxeT
OBITh EMHCTBEHHBIM MPH3HAKOM Y MAMEHTOB ¢ WH(EKIuel MOUeBOH CHCTEMEI,
BBI3BAaHHOM KUIIEYHOH nanouxoi. bakrepuanbHas UHPEKIUS TaKKe CIOCOOCTBY-
€T Pa3BUTHIO XOJIECTa3a y MIIAJICHLIEB, MONYYalOUMX NapEHTEPAIbHOE TUTAHKE.
BonbIIMHCTBO HOBOPOXKIEHHBIX, HH(PUIMPOBAHHBIX BUpycoM renarura B wmu C,
(bopMupPyYIOT 6eCCHMIITOMHOE HOCHTEIBCTBO B TEUCHNE BCEH JKU3HU MU TIEPBUU-
HO XPOHUYECKUI IenaTut.

Jlns HeoHaTaNpHOTO TeNaTHTa WH(EKIMOHHOW MPHPOIbBI, MOMUMO IIOBBI-
LIEHHUs MapKepoOB XoJecTas3a, XxapakTepHo nosbiieHue ATAT, AcAT Goiee ueM B
8-10 pa3, cootnomenne AnAT/AcAT Oonbiie 1, a Takke HapylICHHE CHHTETHYEC-
CKOM (DyHKIMU IeUeHU — CHIDKEHHE allb,OyMHHA, XOIMUHACTEepasbl, GUOpUHOreHa,
HIpOTPOMOMHOBOTO MHIEKca M Ap. MccrmenoBaHne akTHBHOCTH KpEaTHHKHUHA3BI
IIPOBOJUTCS C LeNblo JudhepeHINaIbHOro JUartosa ¢ 3a001eBaHUsIMHU, IPOTEKA-
IOIMMHM C CHHAPOMOM LIMTOJIU3A.
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METABOJIMYECKHUE U TEHETUYECKHE ITPUYNHbI

Metabonuyeckue MPUYMHBI BKIIIOYAIOT OOJIBINYIO TpyMily 3a00aeBaHuil, Ko-
TOpBIE y JeTel MPOSBISAIOTCS NOPAKEHUEM MEUeHHU, KOTJa UCKIII0YeHa WH(EKIH-
OHHas NpHUpoAa remaruta. [lepBoHaYaIbHBIME CUMIITOMaMH SIBISIFOTCS JKENTYXa,
BAJIOCTh, PBOTA, remaToMeraius, rioxas npubaBKa B Bece, KOTOpble UMUTHPYIOT
MHOTHE APYyTue IPHUIMHBI TIOpaskeHHUs IedeHH. B matorenese MeTabonnueckux 3a-
GoneBaHMi WM OONe3HEH HAKOIUIEHUs, MPUBOAALIMX K NOPAXKECHUIO TIEUYEHH, JIe-
JKar JiBa MexaHu3Mma: 1) oOpa3oBaHHE aTUITMYHBIX MaKpPOMOJIEKYI; 2) YaCTHYHOE
WY NIOJIHOE OIOKMPOBaHUE META00IMYECKOro IIyTH. DTU NMATOI0THUeCcKu 00pa3o-
BaBIIHMECS MAaKpOMOJIEKYNIbl HE Pa3pyLIaloTCsl, HAKAIUIMBAIOTCS B KJIETKAX, B TOM
Y€ B rerarourTax, Wik BO BHEKJIETOYHBIX IPOCTpaHCTBaX. biokana merabonu-
94eCKUX IyTeH BeeT K Pa3BUTHIO HEIOCTATOYHOCTH MPOAYKIIUH HEKOTOPBIX METa-
60JIUTOB, UX HAKOIUIEHHIO U OJOKUPOBAHUIO META00INUECKOTO MIyTH.

Hapyumenust yriieBognoro oomena. Hexkotopsie 3a005eBaHusl, CBI3aHHEIE C
HapylICHHEM MeTab0IN3Ma yIIICBOOB, SIBJSFOTCS IPUIUHOMN ANCHYHKINH ICYCHU
Y HOBOPOXKIECHHBIX.

Tanakmoszemua — HACIEACTBEHHOE 3a00J€BaHUE, XapaKTepU3ylollee-
Cs1 HAKOIUICHHEM TaJlaKTO3bl U €€ METa0OJUTOB B OpraHM3MeE, KOTOPOE BEHI3bIBA-
€T maroyioruueckue u3MeHnenus nedenu, nodek, IIHC u ma3. Knaccuueckas ra-
JIAKTO3eMHsI BCTpEUaeTCsi ¢ 4acToToil mpumepHo 1 Ha 60 THIC. )KHBOPOXKICHHBIX.
OnHako, COINaCHO JaHHbIM, 3a00JI€Bac€MOCTh rajlakTo3eMHedl reorpaduuecku
BapsupyeT u coctaBisieT oT 1 Ha 30—40 Tric. B EBpornie 10 1 Ha 1 muiH B Snonnn.
B CHIA pacuerHas 3aboneBaeMOCTb coctaBisgeT | Ha 53 Tbic. Xapakrepusyercs
ayTOCOMHO-PELIECCUBHBIM THIIOM HAcIeIOBaHUs, CBI3aHHBIM ¢ [X XpomMocomon.
B ocHoBe naHHOro 3a0oneBaHus JIEKUT JeGUUUT (pepMeHTa ranakro3a—l-goc-
¢dar—ypunun-tpanchepassl (I'-1-OYT), npuHAMAOLIETO YYacTHE B MPEBPAILICHUH
rajgaxkrosbl B DNI0Ko3y. Ilomnelil pepuuut akruBHOCTH I'-1-OVT H3BecTeH Kak
KJIacCHYecKasi raJlakTO3eMHsl, YaCTO Ha3bIBaeMasl H30JMPOBAHHBIM TEPMUHOM «T'a-
JIAKTO3EMHUSD».

[TaroreHnble MeXaHU3MBI, JISKAI[HEe B OCHOBE 3THX OCJIOXHEHHH, HESICHBI.
Yacrnunast aktuBHOCTh [-1-OYT BcTpeyaercs B MHOTOYMCIICHHBIX BapHaHTaX.
HawuGonee pacipocTpaHeHHBIM U3 HUX SIBISIETCS BapuaHT J{yapTe, B KOTOpOM Maru-
€HTBHI UMEIOT OJIUH ajutenb Jlyapre u oquH Kiaccuueckuit amens (D/G), B pesyib-
TaTe 4ero akTUBHOCTH (hepMEHTa COCTAaBILIET IPUMEPHO 525 % OT HOPMAJILHOM.
IManuents! ¢ aByms annensimMu dyapre (D/D) umeror npuMepHo 25 % HOpManbHOR
aktuBHOCTH I'-1-OYT. V manmeHToB ¢ akTUBHOCTEIO (pepmenTa > 50 % oT HOpMbI
MIPAKTUYECKHU HET JI0Ka3aTeJbCTB HEOHATaJIbHOW WMJIM JIOITOCPOYHON 3aboieBae-
MoOcCTH. B marorenese QaHHOM MaTOJIOTMH BBIACNSIOT ABA OCHOBHBIX MEXaHH3MA.
ITepBblil cBA3aH ¢ YMEHBIICHUEM CHUHTE3a BBICOKOHEPIETHUECKHX COEIUHEHUN
(AT®, I'TD, LIT®) u ¢ yrHereHHeM (EepMEHTOB IIIFOKOHEOTeHE3a, 00pa30BaHUEM
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IJTIOKO3BI M3 TIIMKOTE€HA, YTO IPUBOIUT K TSKETBIM METa0OJIMUECKIM HapYIICHUIM
B KJIETKaX Pa3IMYHBIX OPraHoB. BTOpoii moBpexaaronuii aktop — CHHTE3 TOK-
CHYECKHX COCIUHEHMH, TaKuX, KaK TaJaKTUTOIN, FaJaKTOHAT U TalaKTOHOJIAKTOH.
TamakTUTON 00NAaeT CIOCOOHOCTHIO MPOHUKATH B XPYCTAIKK IJ1a3a, MPHUBOIS K
HOBBIIIEHUIO OCMOTHYECKOTO NaBJIEHHS, 3JIEKTPOIUTHBIM HAapyIICHUSIM, AEHATy-
pauuu Oenka ¢ popMHUpOBaHUEM KaTapakThl. [I0OCTENEHHO HapacTaoias KOHICH-
Tpalys rajJakTHoJIa B CBIBOPOTKE KPOBH B TEUCHHUE JUTUTEIILHOTO BPEMEHN MOYKET
IIPUBOIMTH K 00Pa30BaHUIO TIIFOKO3EI M CIIOCOOCTBOBATH PA3BUTHIO CaXapHOTO JU-
abera. [Ipyrue MeTabOMUThI, CHHTE3UPYEMbIC U3 raliakTo30-1-pocdara, okasbiBa-
10T HEMOCPEACTBEHHOE IeMaTo-, Helpo- U HepoToKcuueckoe JeHCTBUE, a TAKXKe
BBI3BIBAIOT T€MOJIU3 SPUTPOIIUTOB.

KirHuyeckre npu3Haku 3a001eBaHus MOSBISIFOTCS CITYCTSI HECKOJIBKO YacOB
WM THEH 1ocie Hadaja KOpMIICHUS peOeHKa MOJIOKOM HIIM MOJIOYHOH CMECHIO,
cozepiKaleil ranakrosy. XapakTepHbl CPbITHBaHHS, AUapesi, IUIOXas MpuOaBKa
MacChl Tela, a TaKXKe CUMITOMBI, CBUACTENbCTBYIOIINE O TUIOIIMKEMHH, UMe-
fouieil B AajbHeieM cToikuid xapaktep. OTMEYaIoT XKeNTyXy, rernaroMeraimio,
HOSIBJICHUE TEMHOTO LBETa MOYHM M NMEPHOIMYECKH BOSHUKAIOUIYIO aXOJIHIO CTYIA.
OIHOBPEMEHHO C MOPaXXCHHEM IMEYSHU BBIABIIOTCS MPU3HAKH (OPMHPOBAHUS
KaTapakTbl, BHyTPUIEPEIHON THUIEPTCH3UN M KaHANBLEBOH HEIOCTATOYHOCTH C
pa3BUTHEM TUIEPXJIOPEMHYESCKOTO aluI03a, albOyMUHYPUH, aMHHOAIUAYPUH U
rajJakTO3eMHH.

Hapywenus oomena ppykmo3ssl. Y 4enoBeka U3BECTHBI TPU HACIIEACTBEH-
HBIX HapylleHus metabonusma QpyKTo3bl: QPYKTO3ypHsi, HACICACTBEHHAS HETie-
PEHOCUMOCTb (PPYKTO3bL U HEIOCTATOUHOCTh (PPyKT030-1.6-6upocdaraspl.

Dpyxkmo3sypus HaCIeLyeTcsl IO ayTOCOMHO-PEIIeCCHBHOMY THITY. [eH keTo-
rexcokuHasbl (KHK) kaprupoBas Ha xpomocome 2p23.3—-23.2. KnuHuuecky HUKaK
HE IPOSIBISETCSI.

Hacneocmeennas nenepenocumocmv @Qpykmosv: (HEJOCTAaTOUHOCTb allb-
JI0J1a3bl) — ayTOCOMHO-pPEIECCUBHOE 3a00jIeBaHue, 00YCIOBICHHOE MYTAlMIMHU
reHa anpaonasbl. [en anpnonassl (ALDOB) kaptupoBan Ha xpomocome 9q22.3.
Haubonee pacnpoctpanennsie mytaiu — A150P, A175D u N335K, kotopsie B
COBOKYITHOCTH COCTAaBJISIOT 0K0JI0 80 % MyTaHTHBIX ajuiese.

ITepBBle CUMIITOMBI HACJIEICTBEHHOW HEEPEHOCUMOCTH (PPYKTO3BI CBSA3aHEI
C MOCTYIUICHHEM OOJBLIOrO KOJNMYecTBa (PPYKTO3BI, Caxaposbl MM COpOHTOINA.
Yem muaziie peOCHOK U 4eM O0JIblie MOCTYNMIO (PPYKTO3bI, TEM TSDKENEe KITMHH-
YyecKue NposBIcHUs. 3a00/1eBaHUE MOXKET HauaThCs ¢ OCTPOH MeTaboInueCcKOi fie-
KOMITCHCAIIMU ¥ NPUBECTH K CMEPTEILHOMY UCXOIY Ha ()OHE OCTPON IEeUeHOUHOMH
U MIOYEYHOH HEIOCTAaTOYHOCTHU. IIpH 10OpPOKaYeCTBEHHOM TEUCHHHU 3a00JICBaHUS
HEPBBIMH PU3HAKAMH SIBIISIIOTCS allaTHs, BSUIOCTh, COHJIMBOCTH, TOLIHOTA, PBOTA,
MOBBINICHHAs] OTIMBOCTh, HHOTNIA TUIIOTIHKEMUYecKas koMa. Eciu quarHos He
YCTaHOBJICH M HEe Ha3HAYeHa [HeTa, PA3BUBAIOTCS XPOHWYECKasl MedeHOUHast He-

74



JIOCTaTOYHOCTbh, T€NaTOMETalINs, JKeNTyXa, HapyIIeHHs] CBEPTHIBACMOCTH KPOBH,
oTeKH. [MMOIIMKeMHsT HEMOCTOsIHHAS U HAOIOIAeTCs TOJNBKO HEMOCPEACTBEHHO
nocie npuemMa GppyKkro3bl.

Heodocmamounocmb ¢ppykmo3so-1.6-oughocpamaszvl — ayTOCOMHO-PELECCHB-
Hoe 3abomneBaHKe, 00YCIOBICHHOE MyTalMsIMU TeHa (pykTo30-1.6-0udocdarassl.
I'en dpykro30-1.6-6udocdarassl (FBP1) kapTupoBan Ha Xpomocome 9q22.2—q22.3.
Onwucano 6osee 20 paznuuHbIX MyTauui. KiMHUUECKHE TPOSIBICHUS Y TIOJIOBUHBI
MALKEHTOB MPOSIBISIOTCS B TIEPBBIC 5 CYTOK KU3HH TUMCPBEHTHISIIMOHHBIM CHH-
JIPOMOM H TSDKEIIBIM METa0OIMIECKIM aIlUI030M B PE3Y/IBTaTe MOBLIICHNS YPOBHS
JIAKTaTa U TUHIOMHKeMIH. CMEPTh MOXKET HACTYIHT B IIEPBBIC THU )KU3HU OT alTHOD
Ha (QOHEe TSHKEIOro MeTaboIMYECKOro alu103a. [IpucTymbl METabOoIMUECKOTO KETO-
alyI03a MOTYT MPOTEKaTh Kak Pelie-mogo0HbI CHHAPOM, UX MPOBOLHMPYIOT TOJO-
nanue, nHpekuun i Hapyienus ¢yHkuuii JKKT. Ipuctynsl conpoBoxkaaroTcs
OTKa30M OT eIlbl, PBOTOM, JUapeei, SMMH30aMH COMHOJICHTHOCTH, HapyIICHUSIMA
pHUTMa ABIXaHHMS, TaXUKapIUeHd W MBILIEYHON THUIIOTOHHEH, TPOUCXOANT yBEIUUe-
HHe TieueHr. Bo BpeMst MpUCTYoB MeTabOoNMMYeCKOil JEKOMITCHCAIMY TTOBBILIASTCS
KOHIICHTpanus jakrara (uHoraa no 15-25 MM), camkaercst ypoBeHb pH U MOBBI-
[IaeTCsl COOTHOIICHHE JTAKTAT/TIUPYBAT M CONEp KaHHE alaHUHA, HAOTIONAOTCS TH-
MIONNIMKEMUS M MHOTIA THHepKeToHeMusl. Kak 1 mpu HacienCcTBEHHOH HenepeHo-
CUMOCTH ()PYKTO3BI, BBEACHHE PACTBOPOB (PYKTO3bI MPOTUBOMIOKA3AHO H MOXKET
[IPUBECTH K JIETAIEHOMY HCXOAY. B MeXnpHCTyIHBIN Nepro] HalMeHTHI )Kanol He
MPEIBSBISIOT, HO MOXKET COXPAHATHCS MeTaboaudeckuil anuno3. TolepaHTHOCTh
K TOJIOIaHUIO YBEIMYHUBAETCS C BO3PACTOM. [Ipu MpaBUIBEHO YCTaHOBICHHOM JHa-
THO3€ U BOBPEMs HAUaTOM JICUCHHUH MTPOTHO3 ONIArONPHUSITHBI.

I'nukozeno3vl — HacnenCTBEHHbBIE 3a00JeBaHMA, CBSI3aHHBIE ¢ AedexkTaMu
paclierieHus] IIMKOreHa, MIIOKOHEOreHe3a W CHUHTe3a IIMKOTreHa. [leueHOYHbIe
¢dopmsl Brirovarotr mukorenos I, 111, IV, VI, IX u 0 tunos. st GONBIIMHCTBA U3
HUX XapaKTEePHBI FENaTOMEratsl, CHI)KSHUE YPOBHS TITIOKO3bI B KPOBU U 3aJICPIKKa
pocTa.

Tukozenos I muna — HacIeACTBEHHOE 3a00JIeBaHUE, MaHU(ECTHPYIOIIEe
B paHHEM Bo3pacte, BbIACHAIOT 1Be Gopmbl — la u Ib, koTopbie 00ycCIIOBIEHBI
MYTalUsIMH B Pa3HBIX T€HAX M Pa3INYalOTCsl KIMHUYSCKHA. DTOT TUI IIHKOT€HO3a
HMeeT ayTOCOMHO-PELECCUBHBIN THIT HACIENOBaHMs. [ €H, KOAUPYIOMUN [ITIOKO-
30-6-docdarazy (G6PC), kaprupoBan Ha xpomocome 17q21. B Hacrosiee Bpems
uaeHTuGuuupoBano 6omnee 100 myranuii. ['eH, KoMUY TPAaHCTIOPTHBIH Oe-
nok (G6PT), kaprupoBan Ha xpomocome 11q23, onmcano oxoso 70 pasIM4HBIX
MyTanuil. 3aboneBanue MOXET IeOI0THPOBATh B MEPHON HOBOPOXKAECHHOCTH TH-
JKEJOH TMIONIMKEMHUeH M MeTaDOMMYeCKUM allia030M, HO Yalle BCero KIMHHMKA
nposiiseTcs Ha 3—4 Mecsue >ku3HA. OCHOBHBIMH CHMIITOMAaMH SIBIISIIOTCS TeTIaTo-
Merayisi ¥ THHODTHKeMust. [Ipu 0cMOTpe JeTell 0TMedaroT OOJIBIION BBICTYIIA0-
M XKHUBOT 3a CUET YBEIMUCHUS PA3MEPOB IEUCHH, JTOKAIbHbIE OTIOKECHUS XKHPA,
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NPEeUMYIIECTBEHHO Ha IIEKax («KyKOJIbHOE» JIMILO), ATOAHLaX, Oeapax, MbIIIed-
HYIO0 TUIOTPO(GUIO U 33EPKKy pocTa. TspKenas TUIOIIMKEMHS U JIAKTaT-alu103
IPOBOLUPYIOTCA 33aAEPKKaMU B KOPMIICHHH M HHTEPKYPPEHTHBHIMH HH(MEKIHs-
mu. HecMoTpst Ha 3HaYMTENbHOE YBEIMYEHHUE pa3MepoOB IEeYeHHU, (PYHKLIUH ee He
CTpajaroT. Y HEKOTOPHIX NAalMeHTOB HAOIIONAeTCs MHTEPMUTTUPYIOIIAS AUapest
HESICHOTO reHe3a. Ha BTOpOM-TpeTbeM JECATHICTHH JKU3HU MOTYT IOSBISTHCS
a/ICHOMBI [IEUEHH CO CKJIOHHOCTBIO K 37I0KaU€CTBEHHOMY MEPEpOKACHUI0. Y psala
JMIL pa3BUBAETCS JIETOUHAs TUIIEPTEH3Hs, IIPOIPECCUPYIOIIAsl B CEPAEUHYIO HENl0-
cratoyHocTsk. [Ipu mukoreno3e Ib Tnna HabIrOmaeTcs CryIeHOMETaNNsl, HA IEPBOM
rozly ’KM3HU Pa3BUBAETCS HEHUTPOIIEHUS, YTO CIIOCOOCTBYET IMPUCOEAUHEHUIO HH-
(exunoHHBIX 3a001€BaHUIl — OCTPBIX OTHUTOB, CTOMATHTOB, THHIMBUTOB, ITHEB-
MOHUM, UH(EKUUH AbIXaTeIbHBIX MyTel U MOueBOro Tpakra. B 75 % ciydaes y
nereii ¢ Ib THIOM pa3BUBAIOTCS S3BBI KUIIEYHNKA, XPOHUUECKHIE BOCIIAIUTEIbHBIE
3a00s1eBaHus KMIIEYHUKA.

Tukoeenos 11l muna. Knnandeckue nposieiaerns rukorexHosa Il tuma cxox-
HBI C CHMIITOMaMH IJIMKOreHo3a | Thna — renaromeranusi, 3aJiepxKa pocra, I'-
MOIIMKEMHUS, TUIIEPIUNUAEMHUs. Y YacTH NallMeHTOB BBIABIAIOT CINICHOMETAJIHIO,
HO TIOYKH HE YBEIHYCHBI, U UX QYHKIHMS He cTpajaeT B omimdue oT I tuma. C Bo3-
pPacToM 5TH CUMIITOMBI YMEHBIIAIOTCS U AaXKe MOTYT UCUE3HYTh K IyOepTaTHOMY
niepuony. Muonarus y ieTeid ¢ JaHHBIM THIIOM HE BCTPEYaeTcsl, HO B PsIIIE CIIy4aeB
BBISIBIIIIOT HE3HAYUTENBHYIO THIOTOHUIO U 33JEPKKy NMPHOOPETEeHHs JABUTATEINb-
HBIX HaBBIKOB. Yale BCero MHONATUsl NPOSBISETCS y B3POCIBIX U MOXKET OBITh
JMCTAIBHOM MITH TeHEPaTN30BaHHOM. Y MAIMEeHTOB C JUCTAJIILHOM MUOTaTHel Ha-
Omromaercst arpousi MBI KOHEYHOCTEH, nepudepuyeckas noauHenponarus 1
MOPaKEHHUSI IBUTATEIIbHBIX HEWPOHOB. [Ipy reHepain30BaHHON MUOMATHH HAOIIO-
JIaeTCs OPaKEHUE IBUTATEIbHOM MYCKYJIaTyphl.

Tuxocernosz IV muna. KinHuueckue NpOSIBICHUS TOBOJILHO pa3HOOOpas3-
HbL. Jlo HEJABHETO BPEMEHH CUUTAJIN, YTO OCHOBHBIM €T0 IPOSBICHUEM SBISIETCS
TenaToCIUICHOMETaNNs ¢ OBICTPHIM PA3BUTHEM IIEYEHOYHOH HENOCTaTOYHOCTH U
JeTanbHbIM ucxoqoM. OHaKo OonucaHbl aTUIIMYHBIE (GopMBbI 3a00€BaHUs C MeJI-
JICHHBIM IPOrPECCUPOBAHMEM MATOJIOTHMM IMEYEHH WIH C NPEUMYIIECTBEHHBIM
MOpaXEHUEM CepJEYHOM MBIIIBL. Y JeTell ¢ KIaCCUYECKUM BapHaHTOM INIHKO-
resos3a [V Tuna B paHHeM Bo3pacTe BBIABISIOT 3aJCpPKKYy pa3BUTHs U rernarome-
ranuto. L{uppos mporpeccupyer U NpUBOIUT K MOPTAIBHON TUIEPTEH3UH, aClH-
Ty, PacIIMPEHHIO BEH MUIIEBOAA. Y HEKOTOPHIX ManueHToB pa3BuBaeTcs ['LIK.
IIponomKnUTeN HOCTD KU3HHU 3HAYMTEIBHO CHIDKEHA, U 0€3 TpaHCIIaHTaluU T1e-
YEHHU CMEPTEIbHBIA UCXO HACTyMaeT Ha 4—5-M rony Ku3HU. B HEeKoTophIX ciryya-
AX 3a00J€BaHHE MOXET UMETh JOOPOKaYEeCTBEHHOE TEUEHHE U IIPOrPeCCUPOBATh
MelieHHo. B ciydae HeoHartaneHOW (hopmbl TimkoreHosa [V tuna, kotopas Ha-
Onronaercst KpaiiHe peKo, XapakTepHbl aKMHe3Ms IUI0Aa, JeopMalys 1o THITY
apTPOTPHII03a, BOASHKA IUIOJA M PaHHSSA cMepThb. BpoxxneHnHas ¢opma composo-
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KJIaeTCsl MPEUMYIIIECTBEHHBIM IIOPaKEHUEM CKEJIETHOM U CepleuHON MYCKyIaTy-
PBL, UL KOTOPOI XapaKTepHa MbIIIEYHas TUIIOTOHUS ¥ KapIUOMHOIATHsI.

Tnuxoeenos VI muna. Knuaudeckue MposSBICHUS CXOIHBI C TAKOBBIMU TPHU
mukorenose [X Tuma, xapakTepHbl rernaroMeraiys 1 3aJepikKKa pocTa ¢ IepBoro
necsatuneTus xku3Hu. CepredHble U CKeJIeTHbIE MblIIIbl He cTpajaaroT. C Bo3pac-
TOM 3TH CUMIITOMBI CTAHOBSITCSI MEHEE BBIPAKEHHBIMHU U JJAXKE MOT'YT ITOJIHOCTBIO
WCYE3HYTh K IyOepraTHOMY mepuoxy. HaOmiomaroT TEHIEHLIMIO K THIOIIHKE-
MUH, KOTOpasi HUKOTJa He ObIBaeT TshKesoH, Kak npu miukorenose | u III tumos.
KoHneHTpanuus TpUNIMIEPHI0B U KETOHOBBIX TEJl MOBBILIEHA 3HAYUTEIIBHO.

Tuxozenosz IX muna. OCHOBHbBIE KIIMHUYECKUE CUMIITOMBI — T€HaToMera-
JIUsl B pe3yJbTaTe HAKOIICHUS IIIMKOIeHa, 3a/1ep’KKa poCTa, MOBBIIIEHHE YPOBHS
MIEYCHOYHBIX TPAaHCAMMHA3, THIIEPXOJIECTEPUHEMUS, T'HIIEPTPUIIHLEPUACMUSI.
CuMnTomMaTuyecKkasi TUIONIMKEMUS U TUIIEPKETOHEMUS BOHUKAIOT y JIeTel TOJIb-
KO MOCJIe MPOJODKUTEIBHOTO Tosiofanus. KiuHn4eckue nposiBieHus: 1 OMOXUMHU-
YeCcKHe N3MEHEHHUS C BO3PACTOM CTAHOBSTCS MsTde, U IOCIe TyOepTaTHOTO IepH-
oJla y NMalMeHTOB IPU3HAKOB 3a00JIeBaHUs HET.

Tuxoceno3 O muna. TlepBblii cUMNTOM 3a00JICBaHHMS — THIIOTTUKCMUS
HaTollaKk B paHHeM Bo3pacTte. Kak mpaBuio, oHa mpoTekaeT OecCHMIITOMHO.
PexyppeHTHbBIE IPUCTYNBI TMIIONIMKEMUN YacTO MPUBOAAT K HEBPOJIOTHUYECKUM
HapylmeHus M. Y OOJIBIIOTO Yuciia MAlMEeHTOB HAOMIONAIOT 3aJepXKKY Pa3BUTHS,
YTO CBA3aHO C MEPUOAAMH TUNONIMKeMHMHU. [MNomnkeMus BO3HUKAET B YTPEH-
HUE Yachl 10 TIEpBOT0 IpHeMa UK. Pa3Mepbl IIe4eH! He yBEeJITU4eHbl, HO MOXET
BCTpEYaThCs KUPOBasl JereHepauus Me4eHU. Y HEKOTOPbIX JAeTed 3ameuIsercs
POCT, KOTOpPBIH BOCCTAaHABIMBAETCS [TOCIIE HAayalla IUETOTEPAITUH.

Hapymenus meradonuszma 6esikoB. OueHb 4YacTO MPOSBISIOTCS B MEPHOL
HOBOPOJK/IEHHOCTH, HO HEKOTOpbIE ()OPMBI, TAKUE KaK MUPOZUHEMUA, MOTYT BO3-
HUKAaTh U B OoJee mo3aHeM BospacTe. [lepBriMu mpr3Hakamu 3a0o0j1eBaHuil ¢ Ha-
pylIieHueM OeJIKOBOTo OOMeHa SIBIISIOTCS 3aJ€pKKa Pa3BUTUS U SIUICIITHYECKUN
craryc. JJabopaTopHble U3MEHEHHUs U OHOIICHS MTO3BOJISIIOT YCTAHOBHUTH JUATHO3.

T'unepaMMoHHEMUS ABISETCS BAKHBIM KIIIOUOM B IIOCTAaHOBKE 3a00JI€BaHHM,
CBSI3aHHBIX C HAPYIICHUEM MeTabosin3Ma OelKa, BKIIoYasi HapyleHHs: MeTaboIn3-
Ma MOYEBHMHBI 1 OPraHMYECKUX KUCIOT. MHOTrHe U3 3TUX 3a00JIeBaHUN MPOSBIIS-
IOTCS1 B IIEPUOJT HOBOPOXKIEHHOCTH WJIM cpa3y Hocie poxaeHUs. Lumpyniunemus
1-ro Tuna (Takxe M3BECTHA KaK JNeQHUUUT aprMHUHOCYKLIMHATCUHTETA3bl, Ne(u-
LUT aprHHUHOCYKIIMHOBOM KUCIOTHI, JeuuuT ASS, Kilaccuveckas LUTPYILTHHE-
musi, CTLN1) unu «xnaccuueckas yumpyniunemusi» — ayTOCOMHO-PELIECCUBHOE
3a0osieBaHue, CBA3aHHOE ¢ MyTalusIMU B reHe ASS, KOTopbiil KOAUpYeT PEepMEHT
ApPrUHUHOCYKIMHATCUHTETAa3y, YTO NMPHUBOAUT K HAPYIICHUIO 00pa30BaHUS apru-
HUHOCYKIIMHATa U3 LUTPY/UIMHA U aclapTaTa; 3a00JeBaHNe U3 TPYMIIBI HapyLIe-
HUi nuKina MmoueBUHbI. OOBIYHO HOBOPOXKICHHBIE C 3TOH (hopMoii 3a001eBaHus HE
HMMEIOT HUKAKUX KIMHUYECKUX CUMIITOMOB IpH poxxiaeHuu. Kak npasuiio, uepes
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OAMH—/BA JTHs MOCJIE TIOSBICHHS Ha CBET Y MJIaJeHIIa ObICTPO HapacTaeT ypOBEHb
AMMOHHUSI B KPOBH U TOSIBISIFOTCS OCHOBHBIE KJIMHUYECKHE MPU3HAKU OOJIC3HN —
BSUIOCTB, CHIDKEHHE alllleTHTa, OTKa3 OT ellbl, MHOTOKpaTHas PBOTA, IbIXaTEIbHBIE
paccTpoiicTBa (IUCITHOY/TaXUITHOY/AMHOY), THIIOTEPMHUS, TIPU3HAKU MEYSHOYHON
HeZocTaToyHOCTH. K KOHIly HepBoi Helenu TMIepaMMOHHMEMHSI M HaKOIUICHUE
JIPYTHX TOKCHYHBIX METa0ONMHUTOB (HampUMep, NIyTaAMUHA) IPUBOIST K MOBBIIIC-
HUIO BHYTPHUYEPEITHOTO IaBJIeHHs, OTeKy W HaOyXaHHIO TOJOBHOTO MO3Ta, U He-
PEIKO POUCXOIUT JICTATbHBIN UCXO.

Hurpynnuaemust 2-ro thna (depuyum yumpurna) — 3TO COCTOSHHE, NPU
KOTOPOM OpraHu3M He BbIpabaThIBaeT HUTPHH, OEJIOK, CIOCOOCTBYIOIINI IIepeMe-
IIEHHIO BEIECTB BHYTPHU KIIETOK, OTHOCHTCS K IpyIIe 3a00JaeBaHuil HapyIeHN i
LUKJIAa MOYEBHHBL. JTH BELIECTBA HEOOXOAUMBI JJIsl PACIICIUICHHS CaXxapoB, CHUH-
Te3a OEJIKOB, a TaKKe JUIsi 00eCleueHss HOPMalIbHOM paboThl 1eyeHu. Y nerei
HUTPYUTHHEMHS 2-TO THIIA MOXKET MPOSIBIATHCS KaK B MITaJICHUSCTBE, TAK U B MOA-
pocTKOBOM Bo3pacTe. CHMITOMBI OOBIYHO HE3HAYUTENBHBI H JOCTATOUYHO OBICTPO
HCYE3Al0T TIPH COOTBETCTBYIOIIEM JieUeHHHU. L{UTpy/UTMHEMHs 2-TO THUIMA 4alle
MaHU(ECTHPYET B BO3PACTE OT OTHOTO 0 ST MECSIIEB CISAYIONMMH ITPpU3HaKa-
MU — KENTYIIHOCTh KOXKHU ¥ [J1a3 (OKeNTyXa), HU3Kasi Macca Tea Ipu POKICHUH,
3a7iepKKa PoCcTa, HU3KUH YPOBEHb caxapa B KPOBH (THIIOTIMKEMHUS]).

Opzanuueckue ayudemuu/ayudypuu — 510 OONbIIAs TPyIIA PEIKUX Ha-
CJICICTBEHHBIX OOJIe3Hel 0OMEHa BELIeCTB, KOTOPHIE CBSI3aHbl C HAKOIUIEHHEM Op-
TFaHUYECKHX KUCIOT B KPOBU U Moue peOeHKa. [laHHbIe 3a001€BaHUsI BOSHUKAIOT
B pe3yibTaTe HapyIIEHHs ONpPEIETIeHHOH CTaiuu METa0OoNIn3Ma aMHHOKHCIOT U
B OOJIBIIMHCTBE CIy4acB CBS3aHbI C HAapylICHHEM paboThl ()EPMEHTOB, TO €CTh
sBIsitOTCs (pepMeHTOmaTHsIMu. J{i1st 3a00eBaHuil U3 TaHHOM TPYIIbI XapaKTePHbI
METa0OINYEeCKIE H3MEHEHHST — TUIIEPAMMOHHUEMHS, allU103, KETOHYPHSL.

Hapymenns iunuanoro oomena. CBoeoOpas3Hyro rpyIiny peAkux 3aboesa-
HUH NPeCTaBIAI0T COOO0M MPOLECCH], B OCHOBE KOTOPBIX JIEKHUT HACIIEICTBEHHBIN
neGuIUT QEepMEeHTOB, 00CCIEUHBAONINX YTHIN3AMIO0 JUNUA0B. HenpepbiBHOE
HaKOIJICHHE HeMeTabOMM3UPOBAHHBIX JIUMUAOB B MaKpO(araibHbIX KIETKaX Be-
JeT K HAaKOIUICHUIO STHX HJIEMEHTOB B OpraHax KpOBETBOPHOH CHCTEMBI, a HHOT/A
U 32 ee IpeleliaMu, K YBEJIHYCHUIO CENe3CHKH, TICYCHH, PEIKO JIMM(aTHIeCKUX
Y3JI0B, K MOSIBIECHHIO AECTPYKLHH B KOCTSIX. BOMBIIMHCTBO BXOASIIMX B 3Ty TPYII-
1y 3a00J1€BaHHI HACIIEYIOTCS 110 PELIECCUBHOMY THITYy U HE CLIETUIEHBI C I1OJIOM.

bone3nv Bonmana — HakoIUICHHWE XOJNECTEPHUHA M TPUIIULEPUAOB BCIIEI-
CTBHE HACIICNCTBEHHOTO JNe(eKTa KUCOi numna3sl. THII HACIEIOBaHUS — ayTo-
COMHO-perieccuBHbIN. KiMHIMUeCKas CHMIITOMATHKA MPEACTaBIeHa renaro-, CIuie-
HOMeTaJMeHl, KeTyToYHO-KUIISYHEIMU HapyILeHNUsIMUA ¥ aHEMHEH B TIepBbIE TOAbI
JKH3HU pedeHKa. JInMQoIuTh neprdepruieckoil KpOBH COAEPKAT BAKYOIH B LUTO-
mwiasMme u siape. [Ipu3Haku U CHMITOMBI, KOTOPBIE HAOMIONAIOTCS TIPH POXKICHUH,
IPUBOIAT K OBICTPOMY IPOTPECCHPOBAHHIO 3a00JTE€BaHUS U CMEPTU Ha MEPBOM
TOJY JKU3HH.
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bonesnv I'owe. B ocHOBe 3a00JeBaHUS JICKUT BPOXKICHHAS HEIOCTATOY-
HOCTh aKTMBHOCTH JIM30COMAJIBHOTO (epMeHTa (Kucioil P-mmokonepobpo3uaa-
3bl), yY4aCTBYIOIIETO B JIETPaaliny NTUKOPOCHOIUIHI0B MEMOpaH-pa3pyIAOIIHX
kietok. KnuHuueckas cumnromaruka Oone3nu lome siBiseTcs clieACTBUEM Ha-
KOIUICHUS IEPETPY’KEHHBIX JTUMUAAMH Makpodaros B cene3eHKe, e4eHH, KOCTIX
cKkeneTa, KOCTHOM Mo3re, pexxe — B jerkux u LITHC. AbcomoTHoe 60IbIIMHCTBO
MAIMEHTOB UMEIOT TeNaTo- U CIUICHOMETaINIO, AHIIUTONCHUIO  BEIPAXKEHHOE B
Pa3IMYHOI CTENEeHU NOpaXKeHNE KOCTeH. Y JieTell paHHEero Bo3pacTa BCTpeyaeTcs
IT Tun Gone3nu Tome, KOTOPBIN OTIMYACTCS MPOTPECCUPYIOIIUM TCUCHHEM U Tsi-
JKEJbIM TIOPAKECHUEM LCHTPATbHON HEPBHON CHUCTEMBI, BEIYIIUM K JICTATEHOMY
ucxony. IlepBble CHMITOMBI TOSIBISIIOTCS C TIEPBBIX MECALEB )KU3HHU B BUJIE TIPO-
IPECCUPYIOLIETO YBEIMYEHUs CEIEe3eHKH, I1eUeHH, OTCTaBaHUs B TICUXMYECKOM U
¢bu3nyeckoM pa3BUTHH. BeneacTBre MHOUIBTpAMH KOCTHOTO MO3Ta U OpraHOB
KpPOBETBOPEHUS KJIETKaMH, IePErPyKEHHBIMHU IIIOKOIIepeOpo3naaMu, pa3BUBaIOT-
sl aHeMUsL, JISHKOIIEHUSI M TPOMOOLIUTONICHHS. YBEINYEHHE CEJIC3EHKH YacTo MPH-
BOIWUT K PAa3BUTHUIO TUIEPCILNICHU3MA U YCUJICHHUIO reMonn3a. TpoMOouToneHus
9acTO CONPOBOXKIAETCS IOSBICHHEM I'eMOpparndeckoro cuuapoma. llpusHaku
nopaxxernus [{THC BxiovaroT Kocornasue, ONUCTOTOHYC, OynbOapHbIe CUMITTOMBI.
B tepmuHansHO# dase 3a00eBaHUs BEAYIIUM YaCTO CTAHOBHUTCS IIOPAKEHHUE JIeT-
KHX, YTO CBSI3aHO CO CHeHU(pHYSCKONH HHOHUIBTPAIMEH albBEOIIPHBIX CTEHOK U
OpoHx0B. JleTanbHBINH HCXO HAOMIONAETCS HA IEPBOM—BTOPOM TOY JKH3HHU.

bone3uv Humana — Iluka. B ocHoBe 3a001eBaHus IeXKUT AehULUT GepMeH-
Ta cuHroMuenuHasbl. B pesynsrare B Makpodarax HakarIMBatOTCs CYUHTOIUIIH-
IIbl, KOTOPBIE MPUAAIOT KIICTKaM XapaKTEePHBIN EHUCTHIH B 3a00IeBaHUe NMEET
ayTOCOMHO-PEIIECCUBHBIN THIT HacleqoBaHus. Beinenstor 1Ba Tuna. 3adoneBanue
00BIYHO JAMArHOCTUPYETCS Y JeTell MEepBBIX MECSIEB XKH3HU U XapaKTepU3yeTcs
YBEIMUYCHUEM IICYCHH, CEJIEe3€HKH, HapaCTaHHEM HEBPOJIOTMYECKHUX M IICHUXHYe-
CKUX HapylieHui. MHOra Ha IIa3HOM JHEe OOHapyXHMBAIOT BHIIHEBO-KPACHBIS
ISTHA. Y>Ke K KOHILY IIEPBOTO Io/1a XKM3HU YacTO HACTYIAEeT JICTANbHBIA HCXOX.

bonesnwv Jlanounza (6onesnp Hopmana—Jlannunra) — ayToCOMHO-periec-
CUBHO-HACJeAyeMblit 1epuiut B-ranakTo3uaasbl, CONPOBOXKAAIONIMNACS pa3pacTa-
HHUEM KJIETOK, COACPIKAIIMX MYKOMOIHCAaXapHIbl. B KIMHHYECKOH CHMITOMATHKE
OTMEYAIOT CHUMIITOMBI KOCT€OOpa30BaHMS, I'€NaToCIUICHOMETAINI0, HEBPOJIOTH-
YecKHe HapylIeHHUs, a TaKke ObICTPO Iporpeccupymomiee cinadboymue, Cyaopory,
CHWKEHHE 3PCHUS], PACCTPOMCTBO MIOTaHus. B mepudepudeckoil KpoBH MPUCYT-
CTBYIOT JIUM(OLIUTHI CO CBETIIBIMH BaKyOJISIMH. B KOCTHOM MO3re ¥ yBEIHMYCHHBIX
opraHax oOHapy)KHBaIOTCS KJIETKH, HamoMuHaromue kietku [Tuka. Ha rmasnom
JIHE MOJKHO OIIpeNeJITh BHIIHEBO-KpacHbIE MATHA. 3a0ojeBaHue BCTpedaeTcs B
BUJIE 3JI0KAUECTBEHHOH (OPMBI ¢ MOl MPOAOKUTENEHOCTBIO JKU3HH, JIETaNb-
HBIH UCXOJ] HACTYNAET Ha MEPBOM—BTOPOM TOJIY JKH3HU.
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Hapymennsi Mmera6osin3mMa mMeTajioB. 3 naHHO# rpynmbl 3a00iieBaHUN
JUIS HEOHATAJILHOTO IEpHoJia Y AeTel XapaKTepeH TOJIbKO HEOHATAIbHBIN 2eMoXpo-
Mamo3, KOTOPBIA MOXKET IPUBOANTH K PA3BUTHIO IIEYEHOYHOMH HEJOCTATOYHOCTH B
MEPBYIO HEJIEIIIO JKU3HU.

Hapymenusi cuHTe3a ke T4HbIX KHEI0T. JKK perynupyior romeocras nio-
KO3BbI U JIMITU/IOB, & TAKXKE PACXOJ SHEPIHHU MTOCPECTBOM aKTUBAIMK PELIEITOPOB
KK B meuenu, kuiieunuke u nepudepnyeckux tkansax. Cunres KK cocrasuser
OCHOBHYIO 4acTh MeTa0O0IM3Ma XOJIECTEPHHA, KOT/1a HepaCTBOPUMBIII X0JIeCTepUuH
npeodpasyeTcst B BOIOPacTBOpUMEIE MoneKyiel — JKK, koTopele, B CBOIO ouepens,
CHOCOOCTBYIOT YCBOCHUIO MUILEBBIX JIMITUI0B U HEOOXOAMMBIX NMUTATENbHBIX Be-
IIECTB B KHUIIeYHHKe. Bpoxxaennsie Hapymenus cuntesa KK npencrasnsior co-
6011 0coOyI0 KaTeropuro MeTaboNIuUECKUX 3a00IeBaHU NIEYEHU U SABIAIOTCS pell-
KUMH ayTOCOMHO-PELIECCUBHBIMU 3a00JIEBaHUAMH, Ha JOJII0 KOTOPBIX IIPHUXOJUTCS
1-2 % ciiyuyaeB HEOHATAJILHOTO XOJecTaza. JTO pelKue HacjeICTBEeHHbIE 3a00-
JIeBaHUs OOMEHaA BEIIECTB, BbI3BaHHBIC Aedekramu psjaa GepMEHTOB B CIOKHOM
MHOTOCTYyIeH4YaToM rnporecce cuaresa JKK.

Hapymenus cuntes3a KK MoXHO B 11€510M Ki1acCH(UIIMPOBATh KaK MEpBUY-
Hble ¥ BropuyHble. [lepBuunble HapymeHus cuaTe3a JKK BKIItouaroT BpoXkaeHHbIE
JneGHUINTH PEPMEHTOB, YUYACTBYIOIUX B XUMHUYECKHUX PEAKIHUAX (KaTaIN3aTOPOB),
HEOOXOIUMBIX ISl CHHTE3a JIByX OCHOBHBIX nepBuyHbIX KK — xoneBoil wim
xenoze3okcuxoneBoi kucior (XK u XJIXK). BropuuHble HapylieHHs CHHTE3a
KK Bxitouaror B cedst pacCcTpoicTBa, 3aTparusatoiue TpaHcnopt XKK, Takue kak
TICBIIX, cuanpom Cmura—IJlemnmunr—Omnuna, mpu KOTOpOM HapymIaeTcst JOCTaB-
Ka XOJIeCTepHHa B OPraHu3M, U paccTpoiicTBa crekTpa LlenbBerepa, kinaccupuum-
pyeMBIe KaK IIepOKCHCOMabHBIe 32001€BaHMs, HO TAKKe BOBJICUEHHBIE B IIPOLECC
cunTte3a JKK.

Haunbonee xapakTepHbIMH Npu3Hakamu HapyiieHuid cuaTe3a JXXK sBnsrorcs
OTCYTCTBHE KO’)KHOTO 3y/la, HOpMaJlbHasi akKTUBHOCTB cbiBopoTouHoi I'T TII u Hop-
MaJbHas WM HU3Kast KoHIeHTpanus oomux KK B CBIBOPOTKE KPOBH, B TO BpeMsI
KaK KOHKPETHBIH JMarHo3 OCHOBBIBaeTCs Ha mccienoBaHuu ypoBHs JKK B moue
METOoM TaHaeMHol Macc-criektpomerpun (TMC) u moAaTBepKIaeTcsi CeKBEHU-
pOBaHHEM T'€HOB, KOAMPYIOMMX (epMeHTHI, ydacTBytomue B Metabommsme XKK.
Y HEKOTOpHIX MALMEHTOB, HECMOTPS Ha OTCYTCTBHE 3yza B 1e00Te 3a00neBaHys,
B JaJIbHEHIIIEM IOSIBISETCS U3HYPUTENIBHBINA KOXKHBIN 3ya. ['Mcrosoruyeckoe uc-
CJICIOBAHNE TKAHH IIEYCHH OOBIYHO MOKA3bIBACT BRIPAYKEHHBINH BHY TPHKIICTOUHBIH
XOJIECTa3 ¥ TMTAHTOKJIETOYHYIO TpaHC(OpMAIIHIO IeNaToLUTOB.

Hedpuyum 3p-2uopoxkcucmepouo-A5-C27-cmepoudoezudpozena3svt
(mun 1) — ayTocoMHO-penieccuBHOE Hapylenue cunresa JKK, BbI3BaHHOE Ou-
aJUIeNbHBIMK NaTOTeHHbIMU BapuanTtamMu B reHe HSD3B7 (hydroxy-AS-C27-
steroid-oxidoreductase — HSD3B7), pacnonoxxkeHHOM Ha Xpomocome 16p.
I'ucronoruyeckoe uccie0BaHNE TKAaHH MTEUSHH IOKA3bIBAET TUTAHTOKIETOYHBIS
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HU3MEHEHUs ¥ Pa300IIeHHOCTh TeNaTOUUTOB B OONBLIIMHCTBE CIy4YaeB ¢ MPHU3HA-
KaMU XoJiecTasa U nporpeccupyromuero gpubposa.

VY nmanmeHToB MOTYT HaOMIOAATHCS PA3IMYHBIC KIMHUYECKHE MPOSBICHMS,
HO B OCHOBHOM — HeOHaraibHbIi Xonecras. Ilo nanueiv Clayton P. T. u coasr,
XapaKTepPHbIMU MPU3HAKAMH SIBISIIOTCSI HEOHATAIbHAS CONPSDKEHHAs TUIEpOMIn-
pyounemus (61 %), paxut (44 %), BKIOYast THIIOKAJIBIIMEMUUYECKYIO TETAHUIO U
cynopor# (6 %), renatomeranus (39 %), koxusli 3ya (17 %), creatopest u 3anepix-
ka pocta (17 %). Y HEeKoTOpBIX MAalEeHTOB HAOIIONAETCs MO3/IHEe Hadalio Xpo-
HUYECKOTO 3a00J€BaHMs MEYSHN MM AEQHULIUT KUPOPACTBOPHMBIX BHTAMHUHOB.
Uccnenosanus Heubi J. E. u coaBT. MOKa3bIBAIOT, YTO y TaKUX MallIEHTOB BBISB-
JISIeTCSI TIOBBIILCHHBIN YPOBEHb CHIBOPOTOYHOTO KOHBIOTHPOBAHHOTO OMIMpYOHHA
U TpaHCaMHHAa3, HO HopManibHbId ypoBeHb I'TTII. ¥V 5TUX mauueHTOB NepBUYHBIE
XK He CHHTE3UpPYIOTCS, & BMECTO 3TOTr0 IMPOMCXOIUT HAKOIUICHHE aHOMAJIbHBIX
renaroTokcn4HbiX 3B-ruapokcu-AS-KK, 4ro nmpuBoauT K Xonecrasy, KOTOPBIi
9acTO MPOTPECCHPYET C PA3BUTHEM B MOCIEAYIOIIEM IIEYEHOUYHOI HEI0CTaTOYHO-
cti. OCcHOBHOM nyTh BbIBelieHHs 3THX aTUnuuHbIX KK — c mouoii. [Ipu stom
PacIpoCTPaHEHHOCTh MOPAKEHHS MOYEK NMPH HOPMAJbHBIX OMOXMMHYECKHX I10-
Ka3aTeliX, XapaKTepU3yomuX (QyHKIHMIO [I0YEK, COCTABISET OKOJNO Y5, HO IpU-
YHHHO-CIIEICTBEHHAS CBSA3b ITOKA HE MOATBEpKAeHa. MoXKeT HaOII0AaThCs YBEIH-
YeHHe MPOTPOMOMHOBOIO BpEMEHHU BeieACcTBUE AeduuuTa BUTaMuHa K, Hepeako
BBUSIBIISIIOTCS] HU3KHE YPOBHH B CBIBOPOTKE KpoBU BuTaMuHOB D, A 11 E.

Jl1aruo3 OCHOBBIBAETCSI HE TOIBKO Ha FTEHETUUECKOM aHAJIU3€E, HO U Ha Olpe-
JeneHHbIX ocobeHHocTIX npoduist KK B Mode B cOueTaHNHN C KIIMHNYECKUMU 1aH-
HBIMU ¥ OMOXMMHYECKUM HCCIIEZ0BaHUEM (YHKIIMOHAILHOTO COCTOSIHUS TIEYECHU.
OO0HapyKUBaeTCs MOBBIIICHHBINH ypoBeHb atuniuHbIX JKK B Moye u HU3KHH ypo-
BeHb 00L1ero OMIMpyOuHa B CHIBOPOTKE. | €HOTUI HE ABNAETCS XOPOLIUM MPEAUK-
TOpOM (PEHOTHIIA WIIM KIIMHUYECKOTO TeueHus 3aboneBaHus. [Ipu oOcnenoBanun
TaKuX MAlUEHTOB JOJKHO IPOBOAUTHCS LENCHANPABICHHOE 00CIEN0BaHUE I10-
yek. OKoHuaTeNnbHbIN TuarHo3 aeduiuura 3p-ruapokcucreponn-AS-C27-crepou-
JIETUAPOTeHA3bl CTABUTCS ITyTEM BBISBICHHS HOBBIIICHHBIX YPOBHEH aTMIIUYHBIX
3B-ruppokcu-AS-XXK B Move 1 MOATBEPkKIACTCS TEHETUYECKUM aHAIN30M BapH-
aHTOB MyTauuii rena HSD3B7.

Heduuur 3B-ruppokcucrepou-AS-C27-cTepouaaeruiporeHasbl  XOpouio
noagaercs 3amecturenbHol Tepanuu ¢ npumenenueM JKK (XK u XJIXK), eciu
Ha MOMEHT yCTaHOBJICHUS IMArHO3a MOPaKCHUE IIEYeHH He ObIII0 3HAYUTEIBHBIM.

Jepuyum A4-3-oxkcocmepouonoii 5f-pedykmaszer (congenital bile acid
synthesis defect type 2 — CBAS2). B 2003 1. onucaHbl NaieHThl ¢ MyTalXsIMU B
reae AKR1D1 (SRD5B1), konupytomem A4-3-0KcocTepouaHyo 5B-penyKrasy, ko-
Topast Takxe Heodxonuma juts cuHTe3a XK n XJIXK. Korna aktuBHOCTB 3TOTO (hep-
MEHTa HEI0CTATOYHA WJIM CHWKEHA, [I€YeHb CUHTE3UPYET LEJIbIA CIIEKTp aTUIny-
HBIX CHJIBHO XOJIECTATHYECKHUX M IeNaTOTOKCUYHBIX aHOMaJbHbIX 3-0kc0-A4-XKK,

81



KOTOpBIE BEI3BIBAIOT 3a00J1€BaHKE [IEYEHH C HAapYIICHUEM OTTOKA JKeITUH, YTO MpH-
BOAUT K xomnecrta3y. OmHako Takoit mpouis skckpern KK MoxKeT BO3HUKATh Kak
BTOPHYHOE SIBJICHUE Y AETeH C TKENbIMU HapyIEeHUSIMU (QYHKIHMHU IIEUeHH H3-3a
LIeJIOTO psifa 3a00seBaHuil — OT MH(pEeKIMY renatuta B 1o Tuposunemun. B otiu-
4ue oT 0osee 4acTo AUArHOCTHPYEMOTro TUIa 1, KOTOPBII 4acTo MPUBOAMT K Oosee
M03JHEMY Pa3BUTHUIO XPOHUYECKOIO X0JeCTa3a y AeTel Gonee cTapliero Bo3pacra
U JJaKe y HEKOTOPBIX B3POCIBIX, THII 2, KaK IPABIIIO, IUATHOCTHPYETCS B PAHHEM
JETCTBE U MIPOSBIAETCA KaK 0COOEHHO TSXKETbIHA U OBICTPO MIPOrpecCUpyIOLIMA X0-
jecras.

PanHss qUMarHOCTUKA 3TUX Je(PEKTOB UMEET pELIaIOIlee 3HAYeHHUE, TOCKOJIb-
Ky CBSI3aHHbBIE C HUMH 3a00JIeBaHMs IIEUYCHN MOTYT OBITH OIMACHBIMHU JUIS JKHM3HH,
HO MOJJIAIOTCS JICYEHUIO C IIOMOLIBIO 3aMECTUTENBHON Tepaluy NEpBUYHBIMU
XKK. XK (15 mr/kr maccel Tena B cyTku) Obuta ogobpena FDA u EBpomneiickum
areHTCTBOM 10 JISKAPCTBEHHBIM cpencTBaM (EMA) st ieueHus HapyIeHn i CHH-
te3a XK. Jleuenue npenaparamu XIXK 3¢ dexkTHBHO y MAIMEHTOB ¢ IeUIUTOM
5B-penyKTa3bl TOIBKO MPH YCIOBUU ONTHMHU3ALUH 036 Y OTICIBHBIX TAIUCHTOB.
VYpcone3okcuxonesasi KHCJIOTa HE PEKOMEHIYeTCsl Ul NMIPUMEHEHUS] B KauecTBe
JUINTENILHOTO JIEYEHUSs], TOCKOJIbKY OHa HE CIOCOOHA MOJaBIsATh BbIpaOOTKY aTh-
NUYHBIX renatoTokcnyHbX JKK 1 He ymydiaeT KIMHHYECKHUE Pe3yIbTaThl y 9THX
MAIMCHTOB.

Jeppuyum xonecmepun-7a-zudpokcunazel (Kkniouas ooHy u3 ¢opm Ha-
C/1€0CMEEHHOIl CRACMUYECKON napannezuu) u deguyum cmepon-27-2uopok-
cunazvl (yepeopomenouno3ublii Kcanmomamo3) (mun 3). JIebuuur xonecre-
pUH-70-TUAPOKCUIIA3bl, BbI3BaHHBIN MyTanusamu B reHe CYP7B1, Takxke u3BecTeH
Kak BpoxaeHHbIN nedext cunte3a JKK 3-ro Tuma (congenital bile acid synthesis
defect type 3 — CBASD3) u xapakTepu3yeTcsl HEOHATaIbHbIM XOJIECTa30M U
MasibabcopOLInelt KUPOPACTBOPUMBIX BUTaMUHOB. JleuuuT Xonectepun-70-ru-
Jpoa3bl MIPUBOAUT K HAKOIUICHUIO Ie€IaTOTOKCUUHOM 3f-runpokcu-5-xonecTeHo-
BOM KHCIIOTHI M CHIDKEHUIO ypoBHsI 0CHOBHBIX KK — 0CHOBHOM nBMKYIIIEH CHITBI
JKETYEOTAEIECHHs, YTO B COBOKYIIHOCTH IPUBOJUT K IPOrPECCUPYIOIIEMY XOJeC-
Ta3y, HHTEPIPETUPYEMOMY KaK HEOHATaJIbHBIM XOIecTas.

B panHeM fieTcKOM Bo3pacTe Je(hHLIUT XOIECTEPUH 70-TUIPOKCUIA3bI MOXKET
COIPOBOXK/IATHCSI XPOHUYECKON TMapeeii 1 KaTapaKTon Ui 3a/ICPIKKOi/perpeccom
pa3Butus. B 6onee nozaHeM AeTCKOM BO3pacTe JEQUIUT XONECTEPUH-7 0-THIPOK-
CHJIa3bI MOKET COIIPOBOXKIATHCS KCAHTOMATaMH CYXO)KWIIUH, TPYAHOCTSIMU B 00y-
yeHuu (Hu3kui 1Q) mm neuxuyeckumu 3aboneBaHusiMu. Bo B3pocioi xxu3Hn —
MOXKET MPOSBIATHCS CIIACTUYECKUM Iapanape3oM, CHIKeHHeM 1Q iy sSBHBIM
cnaboymueM, arakCHed W/WIM Au3apTpuel, cyJoporamu WM nepudepuyeckoit
Helponaruen.

Kpome ¢aranpHOro nporpeccupoBaHysi BHYTPHUIIEUEHOYHOIO XOJIECTa3a Y
neted aeuIUT XoleCTepHH-70-TUAPOKCHIa3bl, koaupyemoir renom CYP7BI,
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KOTOPBIA pacronokeH Ha xpomocome 8q21.3 u comepkuT 6 3K30HOB M 5 MHTPO-
HOB, TaKX€ MOXET OBITb CBSI3aH C HACIEJCTBEHHOH cIacTHUYECKOM maparerueit
(hereditary spastic paraplegia — HSP) 5-ro Tuma, kotopast nposiBJsIeTCsl Kak He-
BPOJIOTHYECKOE 3a00IeBaHKE B 00JIee I03JHEM JETCKOM MU BO B3pOCIIOM BO3pac-
te. Ha cerogust koppensiiun Mexay GeHotunom u reHorunom aedumura CYP7B1
YETKO HE YCTAHOBIICHBL.

Y Bcex ONMMCaHHBIX Ha ceronHs § nereil Habmonanack AIUTEIbHAS JKeNTyXa
U/MIIM TeNaTOCIIEHOMEraays B IepHo oT 6 JHel 10 5 MecsAleB IOCIIE POXKACHHUS.
VY Bcex MIiIaJieHIIEB ObUT MOBBIIICH YPOBEHb KOHBIOTHPOBAHHOTO OMJIMPYOHMHA U
TpaHcaMuHa3, HO ypoBeHb [ TTII 6b11 HOpMaNbHBIM. Y BCEX MAlMEHTOB ObLI ILIO-
XOH OTBET Ha TEPAIUIO YPCOAC30KCHXOIEBON KHUCIOTOM.

XAXK MOKET OBITh IOAXOSIIUM METOAOM JI€UEHUS 3TOT0O IATOIOrMYECKOTO
COCTOSIHUS, KOTZIa OHO TPOSIBISIETCSI KaK 3a00J1eBaHNe TIEYESHH, U 9TO TIOMOXKET U3-
6exaTh HEOOXOAUMOCTH B TpaHCIUIAHTalMU nedeHd. XK ycrelHo npuMeHseTcs
[P JIEYEHUN XOJECTaTHUECKUX 3a00JIeBaHNi MEYSHH, HO HET HHPOPMALNH O ee
3¢ (heKTHBHOCTHU ITPU HEBPOJIOTHYECKUX 3a00ICBAHHSX.

CunTaercs, 4TO €IUHCTBEHHBIM BEIOOPOM /IS AMEHTOB C JE(QHUIIUTOM XO-
JIECTEPUH-7Q-TUAPOKCHUIIA3bI, KOTOPbIE HE BBI3OPABIUBAIOT IOCIE MEIUKAMEH-
TO3HOTI'0 JICYECHUS, ABJISIETCS TPAHCIUIAHTALMA TIEYECHH.

Hedpuyum cmepon-27-2uopokcunazol  (YepebpomenouHO3HbIll KCAHMOMA-
mo3). B 1995 r. P. T. Clayton 1 coaBT. OIMcaiy MepBOro MiaJeHIla C THTaHTOKIIe-
TOYHBIM T'eNaTUTOM IpH LepedporenauHo3HOM KcaHToMmarose (L[TK), y xoropo-
ro nederane XJIXK u XK mpuBeno k pa3pemieHuio remaruta B Bo3pacte 12 yet.
Pazputue LITK (CTX) Bei3Bano mMyranusmu B rene CYP27A1, uro npuBogur k
HapyIIECHHUIO aKTUBHOCTH ()epMEHTa CTEepon 27-THAPOKCHIA3EI ¢ MOCIEIYIOMUM
cHixeHneM obpasoBanus XK u orcyrcrBueM npoaykuuu XJIXK. Habmronaercs
MOBBIIIEHHOE OTJIOKCHHUE XOJIECTEpUHA U XOJIECTaHOJIA B TKaHAX 110 BCEMY TEIy,
BKJIIO4ast MO3r (6e10€e BELIECTBO), XPyCTaIUK U cyXoxuaus. Knunuueckue npu-
3HaK{ BKJIIOYAIOT NPEKAEBPEMEHHYIO JIBYCTOPOHHIOIO KaTapakTy, TPYJHOU3IEUH-
MYIO UapEeI0, CyXOXKHIIbHbIE KCAHTOMBL 1 IPOrPECCUPYIOLIYIO HEBPOIOTUUECKYIO
nuchyHkiuoo. B pannem nercree L[TK npu nedunmre crepon-27-ruipokcuiasbl
MOXET CONPOBOXAATHCS XOIECTATUUECKUM 3a00/IEBaHHEM IIEYEHH, KOTOPOE CIO-
COOHO MPUBECTH K JIETAJILHOMY HCXOZY.

JuarnoctupoBare L{TK u gpyrue reHeTHYecKd IETEPMHHUPOBAHHBIE Ha-
pymenns cunre3a JKK mo3Bomser cekBeHMpPOBaHHE HOBOTO IOKOJEHUS (next-
generation sequencing — NGS). PanHsis AuarHoctuka OCTaeTcs pellaroiie,
MOCKOJIBKY paHHee W poirocpouHoe yieaeHne X/IXK ymydrmaer HeBpomormue-
CKUIl cTaTyc U Jaxke MOXET OOpaTUTh BCIATh NPOrpecCUpOBaHME 3a00IEBaHUS.
KontponupoBate 3(h(GEeKTUBHOCTH JICUEHHUS JIETYe BCETO, M3MEPsisl KCKPELUIO
DIIOKYPOHHJIOB JKEJIYHBIX CIIMPTOB, SKCKPELHs KOTOPBIX 3HAUMTENILHO CHUXKAETCS
Ha QoHe jedyenus npenaparamu XJIXK, B To BpeMs: kKak 3TOro He HaOIOIAIOCh

npu nedennu YAXK.
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Meppuuyum anvpa-memunayun-KoA pauemaszor (alpha-methylacyl-CoA
racemase — AMACR) (mun 4), xoropblil konupyercst renoM AMACR u uHru6u-
pyeT OKHcIeHne OOKOBOII IIENM XOIEeCTEePHHA, SIBIACTCS OUY€Hb PEAKUM ayTOCOM-
Ho-peneccuBHbIM 3aboneBanueM. Jeduuur AMACR npUBOAUT K HAKOILUICHUIO
HPHCTAHOBOH KHCIIOTHI B CBIBOPOTKE KPOBH M IPOMEKYTOUHBIX MPOTYKTOB 00pa-
3o0Banus KK — auruapokcuxonaecTaHoBOM U TPUTUIPOKCUX0JIECTAHOBOU KHUCIIOT.

I'mcTonormdeckoe mccienoBaHHe OMONTAaTa MEYEHH BBIABISET IMTaHTOKIIE-
TOYHYIO TpaHC(HOPMALUIO, YMEPEHHbIH BHYTPUAOILKOBBIA X0NECTa3, PacCEsHHO
HEKPOTH3HMPOBAHHBIE TETIATOIUTHI M YIaCTKU C MHOTOSIIEPHBIMHU I'€aTONUTaAMU.

3aboreBaHue MOXET JeOI0THPOBATh B JI000M Bo3pacte. KinnHuueckuil ciekTp
BapbHpyeT OT NMEYEHOYHBIX U3MeHeHuH U nedunura Butamuaa K B HeoHaTampHOM
U JIETCKOM HEpUOoaX IO HEBPOIOIMYECKUX INPOSBIEHUH BO B3pPOCIOM BO3pacTe.
Coob1maembre HEBPOIOTHYECKHE TPU3HAKH BKITIOYAIOT PEUIHBUPYIONLYIO SHIe(a-
JIOIATUIO, CyAOPOrH, MO3KEUKOBbIE CUMIITOMbI U TpeMOp. TeM He MeHee TOUHBbIH
KIIMHIYECKHII CIIEKTP OCTAeTCS HEM3BECTHBIM M3-3a PEIKOCTH HTOTO 3a00/IeBaHHS.

JlabopaTopHble UCCIENOBAHUS OOBIYHO BBIBIIIOT IOBBIIIEHHOE COIEpXKa-
HH€ TPUCTaHOBOH KHCIIOTHI M CHHKEHHE COOTHOIICHHS (MTAaHOBOH M HMPHCTAHO-
BOW KHCIIOT.

Jleuenne 3aKmoyaeTcss B CHIDKEHHN NOTpeOneHust pUTaHOBOH KHUCIIOTEHI ITy-
TEM OrpaHUYEHUs MOTPeONeHHs KUPOB JKBAYHBIX KMBOTHBIX U MOJOYHBIX HPO-
IyKTOB, XOTA 3 (EKTUBHOCTH TAKOH TEPAINH OCTaeTCs CHOPHOM.

Jepexmur amuouposanus. Konvroranusa nepsuunbix KK ¢ amuHOKHCIO-
TaM¥ DIMIHOM WM TaypHHOM (aMuaupoBaHue) ¢ oopazoBanuem couneit XKK sB-
JSIeTCsl IOCHIEIHUM 3TallOM UX CUHTE3a B KJIETKAaX IEeYeHH Iepe]] NOCTyIIeHUEM
B OMIMapHBINA TPAKT U JKETIHBIHN Iy3BIPh, a 3aT€M B KHIIEYHHUK. B aMuaupoBanmm
XK yuactBytoT nBa (epmenta: xonar-KoA-nurasza XKK (bile acid-CoA ligase —
BACL) u CoA XK: amunokucnorHas N-amuntpancdepasa (bile acid CoA:
aminoacid N-acyltransferase — BAAT).

Hubopmaruu 0 THCTOMATONOTHYECKON KapTHHE MpH AeHIUTe aMUIHPO-
BaHus JKK HeT B cBA3U ¢ PeAKOCTbIO 3TOro 3aboneBaHus. OMWUOKU B aMUIUPO-
BAHUM MOTYT BBI3BIBATH OOBIYHBIN XOJIECTa3, COMPOBOXKAAIOMINIICS KENTYXO0H, HO
TaKKe MOTYT BbI3bIBATh U OE3IKENTYLIHBIH XOJNECTa3, NPOABIIAIOIIUICS Hapylle-
HHEM BCAChIBaHUS >KHPOPACTBOPHMBIX BUTAMHHOB, 3aJEPXKKOH POCTa M KOXKHBIM
3ynoM. Hexonbroruposanusle KK Moryt o6parHo nud@yHauposaTs U3 npocBeTa
KaHAJIBIIEB B TEMATOIUTHI U B IIPOCTPAHCTBO Jlucce («Xomerenarnieckoe IryHTH-
pOBaHUe»), IPENATCTBYs CEKpeTOopHOH 3ddexTuBHOCTH, a n30bITOK JKK B renaro-
IITaX MOXKET BBI3BAaTh X MOBPEKICHHUE.

Jedexr amuauposanus XKK Toxxe He COIPOBOXKIAETCS NOBBIIIEHUEM aKTUB-
Hoctu ['TTII B ceIBOpOTKE KPOBH Ja)ke MPHU HAIWYUH KOHBIOTHPOBAHHOMN THUIIEp-
OunupyOUHEMHUY.
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TakuMm 00pa3oM, y MIIQZICHIICB C BPOXKJCHHBIMU HapylieHus MU ciHTe3a KK
9acTO UMEIOT MECTO JKEITyXa, MababCOPOLUs HKUPOB U KUPOPACTBOPUMBIX BH-
TaMHHOB, KOTOPBIE MOTYT IPOrPECCUPOBATh A0 LHUPPO3a U MEYCHOYHOH HeJoCTa-
TOYHOCTH, & TAK)KE KOHBIOTHPOBAHHAS THIIEPOMITNPYOHHEMUS M HOPMAIbHBIH ypo-
Benb [ T'TII. [lepopanbhas Tepanus ¢ npumenenrem nepBudHbIX JKK B HacTosmee
BpeMsI SIBJSIETCSI METOZIOM BBIOOpa JJIs JeueHus HapyueHnuii cuare3a KK, mo3so-
JISFOIMM M30€KaTh HeOOXOMMMOCTH TPaHCIUIAHTAlUH TIEUYCHHU, KOTOpast SBISETCS
€IMHCTBEHHOI aNbTePHATHBOM MPH ITUX MPOTPECCUPYIONINX U YACTO CMEPTEINb-
HBIX (popmax xonecrasa.

Cunopom 3enneecepa (Zellweger syndrome), Taxoke M3BECTHBIH Kak Lie-
pebporenaropeHaabHBIH CHHAPOM, — PEAKOE HacIeICTBEHHOE 3abojeBaHKE IO
ayTOCOMHO-PEIIECCHBHOMY THITy, XapaKTepU3yIoleecs OTCYTCTBHEM WIIH CHH-
KEHHEM KoJIudecTBa (DYHKIMOHAIBHBIX IEPOKCHCOM B KJIETKaX, HEOOXOIUMBIX
i Oera-okucienus oueHs anuHHouenodeyHslx KK (VLCFA). Myranuu B rene
nepokcuna (PEX) npuBogsr k nedexry ¢popmupoBaHus nepokcrucom. CHUXKEHUE
ouocuHTe3a cTeponoB U HakoruieHne VLCFA B kiieTkax HaIMOYSYHUKOB BBI3bI-
BAIOT CHIDKEHHE YPOBHS aIpEHOKOPTUKOTPOITHOTO TOPMOHA U APYTUX CTEPOUIHBIX
TOPMOHOB, YTO ITPUBOIUT K MMOBPEKICHUIO HEHPOHATBHONU MEMOpPAHbI U IEMUCITH-
Hu3anuu. OCHOBHBIE aHOMAJIMH MIPUCYTCTBYIOT B ITOYKaX (KOPTHKAIBHBIE KHUCTHI),
neueHn (pubpo3) U Mo3re (IeMHUEIMHU3ANNS, IECHTPOCUIbBUEBA TTOTUMHKPOTH-
pHs) — OTCHO/Ia M Ha3BaHHE IiepeOporenaropeHaibHbId CHHIPOM.

PaccrpoiictBo cnexrpa 3emiBerepa — OBICTPO Iporpeccupyouiee 3abone-
BaHHE C BHICOKHM YPOBHEM CMEPTHOCTH. B OTCyTCTBHE pafiMKaJbHOTO JICUEHUS
OrpaHMYMBAIOTCS MOAICPIKUBAIOIICH Tepanuei Uisl yIyqlIeH s KadeCcTBa )KU3HH.

Jpyrue wmeraGonuyeckue aedexrtsl. /Jepuyum al-anmumpuncuna
(a1AT). 3aboneBaHue MPOSBISETCS MOPAXKEHHEM IMEYSHH BO BCEX BO3pAcTax,
BKJIFOYasi IEpUOA HOBOpoxIeHHOCTH. [Ipnbmmsntensro y 10-20 % nereit npu ne-
¢unute ol AT pa3BUBaIOTCS CUMIITOMBI U TIPH3HAKU TUC(YHKINH EICHH B Pa3HOE
BpeMs. DTo 3a00j1eBaHue OMOXMMHYECKH Ooee MPaBHiIbHO HA3bIBAThH JE(PUIIUTOM
MHrHOUTOpa 01-MpOoTEea3bl TOPMOXKEHUS, T. K. OSIIOK JEUCTBYET MPOTUB TPHUIICHHA
1 MHOTOYHMCIICHHBIX CEPUHOBBIX NPOTEa3, B YACTHOCTH, XUMOTPHUIICHHA U JICHKO-
LUTapHOH 3JacTa3bl. B JIerouHbIX anpBeosiax ajacta3a TOPMO3HUT pachaj dIacTH-
Ha. B ceiBopoTke al AT mpeacraBiseT coOoW MUKONPOTEHH ¢ 324 aMHHOKHCIIO-
TaMH U 3 YIVIEBOIHBIMH IETIOYKaMK. B opraHu3me 4enoBeka OH CHHTE3UPYeTCs
B OCHOBHOM B ammapate [01bKH B TeNaTOLUTaX, B HEOOIBIIOM KOJIMYECTBE —
B XKKT u B Mmakpocdarax. BeneacTBre pa3BuTHs MyTallluu B reHe TpaHcnopt ol AT
13 SHAOIUIA3MAaTHIECKOTO peTHKyTyMa anmnapara [onsmxu Topmosurcs. ['en ol AT
JIOKAJI30BaH Ha JUIMHHOM Iuleye XpoMocoMbl 14 (q31-32) u BBLIENSAIOT OKOJIO
75 annenbHBIX BapHaHTOB, KOTOpPBIE Ha3BaHBI B COOTBETCTBUH C HOMEHKIIATypOil
uHruéuropos npoteassl (Pi). IIpu romozurorHoctu HopManbHbLi amnens PiM npu-
BOIUT K (POpPMHUPOBaHHIO HOpMAILHOTO (heHoTrna PIMM, KOTOpBIN PUCYTCTBYET
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y Gomnee 90 % nacenenus. Jedumur al AT xapaxkrepusyercsi ayTOCOMHO-peLeC-
CHBHBIM THIIOM HACJICIOBAHUS C MyTAL[MSIMH B IBYX aJUIeIsIX reHa. [ OMO3UrOTHBII
neeKT reHa Xapaktepusyercs cneayomnmu GeHorunamu: PiZZ, PiSS, PiZnull,
PiPP, PIWW, Pinull, PiM. ¥ HOBOpOXIEHHBIX 3TO 3a00JI€BaHNUE NPOSIBISETCS IIPU
TOMO3UTOTHOM THIIE HACIIE[IOBaHUS MHTHOHMTOpa mporeas — (enorune PiZZ.
IIpu manHOM Turne KoHueHTpanus B mia3Me ol AT cocraemuser ot 0 go 15 % or
HOPMBI. DTH TOMO3HUTOTHBIE KOMOMHALMK Ae(EKTHBIX ajenel COMPOBOXKIAIOTCS
BBICOKAM PHCKOM Pa3BUTHUS dM(U3EMBI JIETKHX, XOJIIECTa30M Y HOBOPOXKICHHBIX,
WH(AHTUILHBIM renaruToM, nupposzom nedyenu u LK. PIMS, PiMZ, PiSZ, PiFZ
u PiMnull MOryT uMeTh reTepo3uroTHele AedekTHbie aviend. B EBporne Tumbl an-
Jeniel BCTPEYaroTCsl B MOIMYISALUH ¢ yacTtoToi: PIMZ — B 3 % cimydaes, PIMS —
B 7 % cnyuaes, PiSZ, kak u PiZZ, — B 1% ciryyae. B mia3zme ypoBenb ol AT
Kosrebnetcs B mpepenax ot 42 1o 60 % oT HOpMaJIbHOTO YPOBHSL.

KiMHIYecKas CHMIITOMATHKA HE OTIMYASTCS OT APYTUX MOPAKCHUI MEeUeHH,
OIHAKO O JaHHOM 3a00JIeBaHMHU BCEra HEOOXOAMMO AyMaTh y NETeH ¢ Hapylle-
HUEM (YHKLHUH [IEYCHU H XKENTyX0H. [IyCKOBHIM MOMEHTOM Havaja KIMHIYECKON
cumnroMaruku nedunura ol AT sBIsieTcs HHTEPKYppPEHTHOE 3a00JIeBaHUE C TI0-
paxxerueM neueHu. Oxouo 0,02-0,06 % (1:1500-3500) Bcex HOBOPOXKAECHHBIX 5IB-
JISIFOTCSI TOMO3UTOTHBIMHU HOCHTENSIMH JleekTHbIX amieneil. B 10-12 % cmydaes
pa3BHBACTCsl KOHBIOTUPOBaHHAS THICPOUITUPYOUHEMUs] C BHYTPHIICUCHOYHBIM
XOJIECTa30M H 3y[IOM KOXKH B IIEPBBIE MECSLIBI )KN3HH. B OONBIIMHCTBE CITydaeB Xo-
Jiecta3 HOBOPOXKIICHHBIX MCUE3aeT B BO3pPAcTe 6—7 JIET, HO renarociuieHOMET alns
coxpaHsercs. BHemeueHOUHbIe MPOSBIEHNS BKIIOYAIOT pa3BuTHE (Gudposa mox-
JKETYAOUHOM JKeNe3bl, TAHHUKYINTA, [IIOMEPYIOHE(PUTA U aHEBPU3MBI APTEPHH.
Pesynerar HapyIieHHs 37acTasbl B JIETKUX MPUBOAUT K PA3BUTHIO SMQHU3EMBI U
0OCTPYKTUBHOTO 3a00JICBAHUS JIETKHUX, HO COUSTaHHE MOPAXKCHUS TTEUCHH H JieT-
KHUX HAOJFOAETCs PEIIKO.

Bpoorcoennvie napyuwienus 2nukosunupogeanus. 11peacTapisior Ipyniy re-
HETUYECKH 00YCIIOBIEHHBIX 3a00JIeBaHUH, IPH KOTOPHIX HAPYLIAIOTCSI CHHTE3 [N~
KaHOB, X TPHCOCAMHECHUE K TIIUKOMPOTECHHAM M IIIMKOJIUIHIAM, a TAKXKE CUHTE3
muko3unpocdaruamnnHosutona. Jdedekrsl N-IIHKO3HIUpOBaHUS OCIKOB SBIIS-
FOTCs HanboJee paclpoCTPaHEHHBIMH, U3 HUX HauOoJee 4acTo TUArHOCTUPYETCS
cuuapoMm JKakeHa — BpPOXKACHHOE HapylleHue mrkosmnnpoBanus PMM2-CDG.
VIMEI0T MeCTO XapaKTepHbIH (DEHOTHII, TUIIEPUHCYINHU3M, 3a7epiKKa HUIHIECKO-
IO U IICHXOMOTOPHOTO Pa3BUTHS, HEBPOJIOTHUYECKHE MPOSIBICHHS, KOAryJonaTHs,
MOpa)KeHUE MEYCHHU, IKCCYIaTHBHAS JHTEPONATHS, HATMYHE aHOMAJbHBIX (HOpM
TpaHcheppuna. OnucaHa MOJIOKHUTENbHAS KIMHUYECKas W J1abopaTopHas AWHA-
MUKa MPU BKJIIOYCHUU B TEPANHI0 D-MaHHO3bI NPU JTAHHOM THUIIE BPOXKIACHHOTO
HapyIICHUS [TTMKO3UINPOBAHMS.

HacsiencTBeHHble XoJlecTaTHYeCcKHe paccrpoiicTBa. ['mmomnaszus sxemd-
HBIX XOJOB — 3TO THCTOJOTHYECKUH TUAarHO3, KOTOPBIA OATBEPKIAIOT COOTHO-
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LIEHHEM XETIHBIX XOA0B K IMOPTAJIbHBIM TPAaKTaM MeHee eAMHMIBI. ['urmomnasus
JKETYHBIX XOJIOB XapaKTepHu3yeTcs AByMsl (pOpMaMu — CUHIPOMATIbHOU U HECHH-
npomansHO. HecunapomanbHas ¢hopMa MHIIOIUIA3UH KETYHBIX XO0B B KIMHHUKE
HE UMEET BPOXKICHHBIX aHOMAIIUH.

CungpomanbHasi (GopMa THMIOIUIA3UM BHYTPHUIICYCHOYHBIX JKEMYHBIX XO-
noB — 310 cunopom Anaxcuna (MKb-10: Q44.7; CHHOHHMBI: CHHAPOM
Anaxwmis, Allagille syndrome, ALGS, apreprornedeHo4Has JUCTIIA3Hs, CHHAPOM
THIOTUIA3UH JKETYHBIX MPOTOKOB, CHHAPOM YOTcoHa—Muiuiepa), BKITIOYarOUIHUI
COYETaHHE HE MEHEEe TPeX M3 IATH OCHOBHBIX IIPU3HAKOB: XPOHWYECKUH Xoiec-
Ta3, B OCHOBE KOTOPOT'O JIC)KUT BPOXKICHHAs THIIOIUIA3US BHYTPHUIIEYEHOYHBIX
KETYHBIX MIPOTOKOB, CEPAEYHO-COCYIUCThIE Ne(EeKThI, aHOMAINH TTO3BOHOYHHKA,
nedeKThl I1a3, XapakTepHble YeperHo-JInIeBble npu3Haku. CHHIPOM HacienyerT-
Cs ayTOCOMHO-IOMHUHAHTHBIM TUMIOM. MyTtanuu B reHe JAG1 oTBeTCTBEHHBI 3a
cuHapoM Anaxuis B 6onee ueM 90 % citydaeB, TaKkoKe BbIABIAETCS HEOOIbIION
npoueHT myTanuii B reae NOTCH?2.

Berpeuaercs nansblii cuHApoM ¢ 4acToTol 1 : 70 ThIC. HOBOPOXKAECHHBIX Jie-
Teil. Beiaenstor nBa BapuanTa 60e3HU — JIETKUi 1 TshKebiid. CHHIPOM AJaXKHIIs
MMEeT ayTOCOMHO—IOMHHAHTHBIA THIT HAacJeAOBaHMs. [eHHbIA Ae(EeKT CBsI3aH C
HAJIMYMEM YaCTHYHOH Jenenuu koportkoro mieda 20-it xpomocomsl (20p11-12),
rae nokanusyercs reH JAG1. B 3,6 % ciyyaeB cuHAPOM BEepUPULIUPYIOT C TIOMO-
IIBI0 [UTOTEHETHYECKOro HccienoBanus. C MOMOIIBI0 MOJIEKYJIIPHO-TeHEeTHYe-
ckux MeTonoB myranuu reHa JAG1 Bepudunupyror B 70 % ciydaes.

B ocHoBe n3meHeHui nedeHu Mpu CHHIPOME AJTaKUIIS JIEKHUT BPOXKIACHHAS
THIOTUIA3KsT BHYTPUIICYCHOYHBIX KETYHBIX MPOTOKOB, CTENCHb BBIPAKEHHOCTH
KOTOPOH IIMPOKO BapbUPYET U ONpPeneseT Kak BpeMs IOSIBICHUS EPBBIX KIUHH-
YECKUX CHMIITOMOB, TaK U NMPOTHO3 3a0ojeBaHus. [ Mnoruiasus BHYTpUIIEUEHOU-
HBIX XKETYHBIX IIPOTOKOB 3aTPYAHSAET OTTOK JKEJIYH, YTO MPUBOAUT K HAKOIUICHUIO
€e KOMIIOHEHTOB B IenaToOMINapHON CHCTEME U MOBBIIIEHHOMY MOCTYIICHHUIO B
KpoBb. M30BITOUHOE cofepikaHne KOMIIOHEHTOB JKEJIYH B CHCTEMHOM KPOBOTOKE
CIOCOOCTBYET Pa3BUTUIO KOXKHOTO 3yfa U KcanToM. C Apyroil CTOpoHbl, HEAOCTA-
TOYHOE IOCTYIUICHHE JKeJTYM B KHMIIEYHHK NMPHBOAUT K HAPYLIEHHIO MPOIECCOB
BCaCBHIBaHHSI )KUPOB M KUPOPACTBOPUMBIX BUTAMUHOB.

CuHIpoM xoJecTasa HOSBISETCS yXKe B IIEPHOJ HOBOPOXKIEHHOCTH, Pexe —
B TEUEHUE MEPBBIX MECSLEB KU3HU. XapaKTEPU3YeTCsl JKEITYX0l C 3eJeHOBaTHIM
OTTEHKOM KO)KH, YBEJTHUCHHUEM Pa3MepOB NEUeHH, HETIOCTOSHHON aXoJuel CTyina,
TEMHBIM I[[BETOM MOYH. B najipHeiilneMm, Kk 4—6-My MecCsIy XH3HHU, HaOIIONAIOT
YMEHbBILICHNE WM HUCUE3HOBEHHUE JKENTYXH, HOPMAIN3AIMIO [[BETA CTyJAa U MOYH.
OnHaKo MOSIBISIETCS] KOKHBIH 3y/1, KOTOPBIN B TAbHEHIIEM YCHUIHUBACTCS U CTAHO-
BUTCS BeOYIIUM KIMHHUYECKHM CHMIITOMOM 3a00JI€BaHMs, a ApyTHe IPOSBICHUS
3a0oneBaHKs UMEIOT IepeMexarouuiics xapakrep. Y 20 % nereil ¢ cunapomom
Anaxuns 3a0oiieBaHrEe TMporpeccupyeT (pa3BUTHE IMPpo3a) U TpedyeT mpoBe-
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JIeHUs TpaHcIulaHTauuu nedeHu. Y 80 % manueHToB pa3BHUBAeTCA 3y KOXKHBIX
MMOKPOBOB, KOTOPBIH BIMSET Ha KA4ECTBO YKU3HH MAIMEHTOB. 3yI YacTo Jedar ¢
IPUMEHEHHEM YPCOIE30KCHXOJIEBOH KUCIOTHI, XOJIeCTepaMUHOM, YTO MPHUBOAUT
K nepeMeHHOMY ycnexy. Oxono 40 % nanueHTOB ¢ CUHAPOMOM AJIAXUIIL U 3y-
JOM pedpaKkTepHbI K MEAUKAMEHTO3HOMY JISUeHHI0. B 9THX ciryyasix MOTyT ObITh
MOKa3aHbl OUITHAPHOE MEPEKITIOUCHUE HIIH TpaHCIUIaHTalus nedeHu. HapyeHue
IHUTaHMS C COMYTCTBYIOIIUM Ie(GHUIMTOM POCTa U 33AE€PHKKON MOIOBOTO CO3peBa-
HUSL SIBISIFOTCST OOLIMMHE M, BEPOSTHO, MHOTO(AaKTOPHBIMHU, Y4TO TPEOYeT aKTHBHO-
TO JICYCHHUS] BEICOKOPHEPIeTHUECKIMH CMECSIMH, 9acTO TPEOYIOIMMU KOPMIICHHS
4yepe3 Ha30TacTPajbHBIA 30HI WM MOCTAHOBKY TaCTPOCTOMBI C Ha3HaYeHUEM
JKUPOPAaCTBOPHMBIX BUTaMUHHBIX 00aBOK. [laHkpeaTndyeckas HEZOCTaTOYHOCTH
HAOMIONAETCsl PEAKO MPH CHHAPOME AJAXWIS, W JOMOJTHUTENFHOS Ha3HAYCHHE
naHKpeaTnyeckux (HepMeHTOB He siBisieTcs () (EeKTHBHOI Tepanueit s Koppek-
U GEJIKOBO-IHEPreTHYSCKON HEIOCTATOYHOCTH. YUUTBIBAST PUCK COCYAHMCTBIX
AQHOMAIIMH, YBEIMYHMBAIOIINX PHUCK BHYTPUYEPEIHOTO KPOBOTEUEHMS, IOJDKEH
OBITh HU3KHI MIOPOTOBBIA YPOBEHb ISl BU3YaIH3aI[lId MO3Ta IPU TPaBMeE TOJOBbI
WM HAJINYUSI COOTBETCTBYIOIINX CHMIITOMOB.

CornacHo JHUTepaTypHBIM IAaHHBIM, CHHIAPOM AJIQXHUIIS XapaKTepH3yeTcs
CJICTYIOIIUMH 0COOCHHOCTSIMHU:

— IeYCHOYHbIE MPOSIBJICHUs: XpoHUYeckuid xonecras (87—-100 %), xentyxa
(65-85 %), uuppo3 neyenu (44-95 %), 3yxn (59-88 %), kcantomsl (3042 %);

— CEepACYHBIN IIyM WM aHoManuu cepaua (63-98 %): gamie Bcero CTeHo3
JIETOYHOW apTepuu, TeTpana dasno, OTKPBITHIN apTepUaANIbHBINA MPOTOK, Ne(EKTHI
MEPErOPOKH UITH KOAPKTAIIUS a0PTHI;

— TIO3BOHKHM B BHAe 6abouku (24—-87 %);

— W3MEHEHUs IJ1a3, Yalle BCero 3aHui 3MOPHOTOKCOH (5695 %);

— nucMopduam smna (78-95 %): mupokas mepeHocuna, TpeyroiabHas Gpop-
Ma JIMIA U DTyOOKO MOCaKEHHbIC T1a3a;

— BoByiedeHue nouek (19-74 %): moueuynas aucmia3us, NIOMEPYISPHBIH Me-
3aHTHAITBHBIN JIMKAI03 WK PeHATbHBII TPyOUYaThIil anumo3.

[MauneHnTtsl ¢ CHHAPOMOM AJaKHJISl HEBBICOKOTO POCTa W/WIHM C 3aJepiK-
KOH pa3BUTHA. 3aJepKKa B Pa3BUTHH HAONIOAAeTCs y HEOONBIIOro KOJIHYe-
CTBa IAI[EHTOB U MOXET OBITh YaCTHYHO OOYCIOBJIEHAa A€HUINTOM IHTAHUS.
CBepXKOMITaKTHbIC TaJblEBble CTUOATENBHBIC CKJIAJKA 3apETHCTPUPOBAHbI
y 35 % HanmeHToB ¢ CHHAPOMOM AJaXHId, 110 cpaBHEeHHIO ¢ < 1 % cpean obmeit
YHCIEHHOCTH HACEIICHUSL.

Knunmnyeckas tuarHocTuka CHHAPOMa AJIaKHIIS y HOBOPOXKAECHHBIX C XOJIe-
CTa30M 3aBHCUT OT OOHApPYKEHHsI CHU)KCHHUS KOJIMYESCTBA MEXKIOIBKOBBIX JKEd-
HBIX TPOTOKOB NPH OHMONCHM TIEYEHH BMECTE C XapaKTEPHBIMH KIMHUYECKHMH
npusHakamu. CleayeT OTMETHTh, YTO BBIPaXKEHHAsh HEJOCTATOYHOCTD JKETIHBIX
MPOTOKOB MOXKET OBITH HEOUEBHAHA y A€TEH MIIajlIe ecTH Mecsles. B nomonxe-
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HHUE K KOHBIOTHPOBAHHOM rUNepOnIMpyOUHEMHH, aMHUHOTPAaHC(epasbl CHIBOPOTKH
nepemeHnHo nosbiieHs! 1 ['TTII yacTo HenponopUMOHAIBHO yBEIUYEHA.

Cunopom ARC (apmpozpunos—noueunan oucyHkyua—xonecmasz) — 310
penkoe reHeTHyeckoe 3a00ieBaHHe, XapaKTePHU3YIOIIeecsi COYeTaHHeM TPeX OC-
HOBHBIX IIPU3HAKOB: apTPOrPHII03a (MHOKECTBEHHBIX KOHTPAKTYp CYCTABOB), IO-
Ye4yHOH NUC(yHKINHU U XOJIecTasa.

Kucmo3suwtii ¢hubpos (myxosucyudo3) — ayToCOMHO-PELIECCHBHOE 3a00-
JIeBaHue, 00YCIIOBJIEHHOE TeHETHYEeCKUM J1e(DeKTOM JJIMHHOIO Ijieda 7-iH XpoMo-
COMBI C TIOCIIEAYIOIMM OTCYTCTBHEM WM (yHKIMOHAJIHHOW HEZOCTAaTOYHOCTHIO
TPaHCMEMOPaHHOTO PEryIATOpHOro Oenka mykoBucuunosa (MBTP). I'en MBTP
coctouT u3 250 THIC. Tap OCHOBAHUH W MPEICTAaBICH 25 3K30HAMH, JIOKAIN3YeT-
Csl B SIUTEIHMAIbHBIX KJIETKaX JbIXaTeNIbHBIX ITyTeH, CIIOHHBIX XKele3, MOTOBBIX
Kene3, MOKEITyIOYHON JKele3e, KUIIeYHNKe. MyTauus reHa Ha MOJEKYJIIPHOM
YPOBHE MOXKET PEaJIM30BaThCs B PE3yJIbTaTe HapyIIeHHs 5 pa3IuyHbIX IPOLIECCOB,
YTO NPUBOIUT K HAPYLICHUIO CEKPELMH SK30KPHHHOW CHCTEMBI H 00pa30BaHUIO
OUEHb BSI3KOM, TYCTOH CIIN3H.

MyKoBHCIIMIO3 CBSI3aH C IMIMPOKMM IHMAa30HOM MHOPaXEHHs Ienaroou-
JIMApHON CHCTEMBI Y JeTel, BKIouas crearo3, (pokanbHbId OUIMApHBIA LUPPO3,
XOJIEINTHA3, KaMHH BHYTPHIICYCHOUHBIX JKEUHBIX XOIOB M CIaK-CHHIPOM.
Knmandecku 3HaunMble MOBPEXICHUS TenaTo0MInapHOi CUCTEMbI HaONMIOAI0TCs
y Y5 metelt ¢ MyKOBHUCIIMIO30M, HO JIETAIbHBIA HCX0A HaOmomaercs B 2-3 % ciy-
4yaeB. Y HOBOPOX/IEHHBIX OTMEYAETCS TSKENbIH XOJEeCTaTHUECKUIl TenaTuT npu
OTCYTCTBUH NPH3HAKOB MOPAXKEHUS JICTKUX. 30JI0THIM CTAaHAAPTOM IUArHOCTUKH
SIBIISIETCA MOTOBBIH TecT. {1 yTOYHEHHs IMarHo3a MoMoraeT reHeTH4eCKUid aHa-
JIU3, KOTOPBIH MO3BOJISIET BBISIBUTH MyTaIuio B rere 0-F508.

Cunopom NISCH (Neonatal Ichthyosis-Sclerosing Cholangitis syndrome,
HEOHATAJbHBIH MXTHO3—CKJIEPO3UPYIOMINH XONAHTUT) — 3TO PEAKOE ayTOCOM-
HO-peLecCHBHOE 3a00JieBaHME, XapaKTepU3yIolleecs COYeTaHHeM HEOHAaTallb-
HOTO MXTHO3a (BPOXKICHHOW HXTHO3U(OPMHON SPUTPOIEPMHHM), PYOLyroIeit
aJonenny, TUIOTPHUX03a BOJIOCUCTOM YacTH TOJIOBBI U HEOHATAJILHOTO CKJIEPO3HU-
pyromero xonanruta. OH Be3BaH MyTarnusimu B reHe CLDN1, koTopsiii kogupyer
0eJIOK KJIOAMH-1, pacrojoKeHHbIH B INIOTHBIX COSMHEHUSX KIIETOK.

Ilpozpeccupyrowuii cemeiinwtii guympuneyenoynsiii xonecmas (IICBX) —
HaclIeICTBEHHOE 3a00J1eBaHNe, B OCHOBE KOTOPOTO JICXKUT HapyIIeHUE 3KCKPELIUU
KETYHBIX KHCIIOT Yepe3 KaHAIbLEeBYI0 MeMOpaHy remnaronura. BrepBrie onucaHo
y aereii, noromkoB /Ixako6o baitnepa, u Ha3BaHO ero nMeHeM. DTo 3a00JieBaHKe
SIBISIETCSI CIEACTBUEM I'€HETHYECKU-AETEPMUHUPOBAHHOTO HAPYIIEHUS! CTPYKTY-
PBI KaHAJIBIIEBO MeMOpaHbI IenaronuTa, NPUBOISIIUM K HApYLIECHUIO SKCKPEIIUU
KK w/mnau Apyrux KOMIOHEHTOB kKeinud. Ha cerogHsumHuid MOMEHT BBIIENSIOT
1o 12 tunos [ICBX. Tem He MeHee Hanbosee U3YYEHHBIMH SBISIOTCA 5 THIIOB:
1-it Tun (Oone3nn Baiinepa), 2-it Tun (cunmpom baiinepa), 3-i tun (zeduur
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MDR3-rena), 4-it tun (nepuuut TIP2 rena), 5-if Tun (nepunur GapaesonaHOro
peuenTopa X). FiMeeT ayToCOMHO-pEIECCUBHBIN TUIT HACIIEAOBAHNUSI.

B ocHoBe 6onesnu Baiinepa u cundpoma batiniepa NexuT neUIHT MEM-
6panocaszanHoro ¢epmenta (II Tuma AT®-a3bl), UTPAIOLIErO KIIOYEBYIO POJIb B
TPAHCIIOPTE KUPOPACTBOPHMBIX COEIUHEHHUN M JKEIYHBIX KUCIOT Yepe3 KaHajb-
LeByl0 MeMOpaHy renarouuTa. BenencrBue 3Toro nedexra nepBUUHBIC KETUHbIE
KUCJIOTHI HAKATUIMBAIOTCS B KJIETKAX ITEYSHHU U OKA3bIBAIOT HA HUX IOBPEKIAIOIIEe
JeicTBHE, CIIOCOOCTBYS UX pa3pyLIeHUIO (ILyckoBOH (akrop anontosa). C apyroi
CTOPOHBI, TIEPBUYHBIE KEITIHBIE KHCIOTH HE IOCTYMAIOT B XKEIYHYIO CUCTEMY H,
CJIEZIOBATENIbHO, B KUILIEYHHK, YTO MPUBOIUT K HAPYLISHHUIO IPOLECCOB BCACHIBA-
HUS )KUPOB U KUPOPACTBOPUMBIX BUTAMHHOB.

T'eH, OTBETCTBEHHBIN 3a pa3BUTHE Oonesnu bailiepa, nokanmusyercs: B 0Ona-
cTH JUIMHHOTO Tuieda 18-i xpomocombl (18q21) B mHTEpBaie MEXIy MapKepoMm
D18S69 u D18S64. IlosBneHue nepBbIX NPU3HAKOB XOJiecTa3a B OOJIBIIMHCTBE
CllydaeB OTMEYAeTCsl B IMEPHOI HOBOPOXKICHHOCTH, pexe — B Bo3pacTe OT 1
10 10 mecsies sxu3Hu. ONUCaHBI CITyYaH JKeNyI0YHO-KHIISYHBIX M BHY TpUUEper-
HBIX KPOBOTEUCHHH, KOTOPBIC NMPEALIECTBYIOT HOSBICHUIO OPYTUX KIMHUYECKUX
MIPU3HAKOB OOJIE3HHU. XapaKTepHa KENTyXa, YMEPEHHO BbIpa)KEHHasl rernarome-
ranus, HEMOCTOSIHHAS aXOJus CTyJa W TeMHbIH I[BET MOYHM. TUNHMYHBINA NpH3HAK
Oonesnu baiinepa — KOXHBII 3y, MOSBISIOMIMIACS yKe B T€UEHUE NEPBBIX TPEX
MecsLeB XKHU3HU. [ JaHHOTO 3a00NIeBaHMs XapaKTEepHB! OTCTaBaHHE peOCHKa B
(U3MYECKOM Pa3BUTHU U HAJTMYHE MPU3HAKOB NE(PUINTA KUPOPACTBOPUMBIX BHU-
TaMHMHOB, KOTOPBIE MPOSBISIOTCS PaXUTHUYSCKHIMH M3MEHEHHSIMH, OCTEONCHUEH,
MBIIIEYHOH T'MIIOTOHUEH, CYXOCThIO KOXKU M CIHM3HCTBIX 000JI0YEK, TYCKIOCTBIO
U JIOMKOCTBIO HOTTEH, O()TalbMOILIETHEH, ETEeXHATBbHON CBINBIO W/WIN KPOBO-
TOYMBOCTBIO CIM3UCTHIX obOonouek. CHHIpOM XosiecTa3a npu Oone3Hu baiinepa
XapaKTepH3yeTCcss BOIHOOOpa3HbIM TeueHneM. Paxkropamu, croCcOOCTBYIOIIUMU
HapacTaHUIO IPU3HAKOB X0JIECTa3a, SBIISIOTCS HH(EKIMOHHBIE 3a00I1eBaHNs BepX-
HHX JbIXaTeNbHbIX ITyTeH MM APYTUe COMYTCTBYIOIINE 3a00IeBaHMU.

Cunopom baiinepa — HacleACTBEHHOE 3a001€BaHKE, B OCHOBE KOTOPOTO Je-
JKUT HapyUIeHUE SKCKPEINH MTPEUMYIIIECTBEHHO OHOM MEPBUYHOHN JKETIHOMN KHC-
JIOTHI (XEHOZE30KCHXO0JIEBO) Yepe3 KaHaJIbIIEBYI0 MeMOpaHy renaTrouuTa, CBsI3aH-
HOE C OTCYTCTBHEM Ha ee ToBepxHOCTH [I-rmukonporenna. ['eH, oTBeTCTBEHHBIH 3a
pa3BUTHE JaHHOTO 3a00JIeBaHuUs, JIOKAJIU3yeTcs Ha 2-if xpomocome (2q24), umeeT
MOJIEKYIISIPHYIO CTPYKTYPY, CXOKYIO C THOM, OTBETCTBEHHBIM 3a pa3BuTue I Tuma.
KnuHuueckue nposiBICHUs He OTIHYAroTCs oT | Tnma.

Cunopom [youna—/Irconcona (Cunapom Jlabrna—/[>koHCOHA) — 3TO ayTO-
COMHO-pelieccuBHOE 3a00ieBaHne, BbI3bIBaeTcst Myrauusmu B rene ABCC2, koto-
PphIii KOTUpyeT OeI0K, OTBEYAOIIHIA 32 TPAHCHIOPT OMIIMPYOUHA U APYTHX BEIIECTB
W3 KJIETOK T€YEeHHU. DTO MIPUBOJUT K HAKOIUIEHHIO KOHBIOTUPOBAHHOTO OMIMPYOU-
Ha B [IEYEHH U KPOBOTOKE. XOTs CHHApOM JlyOnHa—/[»KOHCOHAa OOBIYHO CYMTACTCS
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J0OPOKaYECTBEHHBIM M HE IIPHUBOJHT K CEPHE3HOMY ITOBPEIKACHHIO IIEYECHH, OH MO-
KET BbI3bIBATh 3aMETHbIE CUMIITOMBI U TPEOYET HaAIEKALIEro JleueHus (Ipui. 8).

Bpoxnennblii ¢pudpo3 neyeHu — 3TO CHHAPOM, KOTOPHIN BKJIIOYAET rema-
TOMETAJIUIO, X0JI€CTa3, IOIUKUCTO3 IIOYEK U MOPTaIbHYI0 IMIEPTEH3UI0. TepMHUH
«pubpokucro3nas Oone3np neuenn» (DPKBII) oObeauHseT rpymmy reHeruye-
CKU JETepMHMHHPOBAHHBIX 3a001€BaHUIl JKEITYEBBIBOISLIMX IIyTEeH, XapakTepu-
3yIOLIUXCST a0eppaHTHBIM MOP(OTEHE30M KETUHBIX HPOTOKOB M NMPHBOIILIMX K
GbopMHUpOBaHUIO CerMEHTapHbIX pacmupeHudl u ¢uodposy. DKBII xapaxrepu-
3yeTcsl YHUKAJIbHBIM MaTOr€HEe30M, B OCHOBE KOTOPOTO JISKUT aHOMAJBbHOE Pa3-
BUTHE S5MOPUOHANBHOM IPOTOKOBOM IuIacTUHKU. IIpOTOKOBBIE IIACTHHYATHIE
Manb(popMaIiK, B 3aBUCHMOCTH OT aHATOMHUYECKOTO YPOBHS, MOAPA3IeISIOTCS
Ha xoMmieke ¢poH MeileHOypra, BpoxJIeHHbI GuOpo3 neyenu, 60J1e3Hb U CHH-
npom Kaponu, a takke kuctel xonenoxa. B 1961 r. D. Kerr BnepBrie nmpumeHwn
TEPMUH «BPOXKACHHBINH (HuOpo3 nedeHu» A ONMCAHUS OTIMYHOIO OT LUPpO3a
cenTanpHoro pudpo3a nedeHn, AMArHOCTHPYEMOTO IPEUMYIIIECTBEHHO B IETCKOM
WU NIOAPOCTKOBOM Bo3pacte. IlopakeHue renatoOunuapHoil cucteMsl 00ycCl10B-
neno myranueii rena PKHD1, nokann3zoBaHHOTO Ha KOPOTKOM IIiede 6-if XpoMo-
COMBI. DTOT I'€H OTBEYaeT 3a cuHTe3 Oenka GpubpouncTuHa, KOTOphlid Gopmupyer
NePBUYHbBIE PECHUYKH JITUTENUAIBHBIX KIETOK, BHICTHJIAIOLINX JKETIHBIE XOIBI.
Knuuuueckue mposiBaeHHs 3aBUCAT OT Bo3pacTa pebeHka. B mepuone HOBOpo-
XKICHHOCTH, KaK MPaBUIIO, IPeoOIagaeT MOIUKUCTO3 MOYEK, B TO BPEMs Kak MpH-
3HAKU NOPaXXEHUs NIeUEHU JOMUHUPYIOT B 00Jlee cTaplleM BO3pacTe.

MHUTOXOH/JPUAJIBHBIE 3ABOJIEBAHUA

MuroxoHApHaIbHBIE 3200JIeBaHNS IPEACTABIIOT COOOH IeTePOreHHYIO TPyII-
Iy TaTOJOTHYECKUX COCTOSIHUM, 0OYCIOBICHHBIX TeHETHYECKUMU, CTPYKTYPHBIMH,
OMOXMMHUYECKHUMH Ae(eKTaMu MUTOXOHIpUiL. [Ipn MUTOXOHIPHUAIBLHOI MTaTOIOTUU
B MATOJIOTMYECKHI MPOIECC BOBIEKASTCS OONBIIOE YUCIIO OPTraHOB U CUCTEM.

Knuanueckue KpuTepruu TMarHOCTUKH MHUTOXOHAPHANBHBIX O0Je3HeH cpas-
HUTEJILHO MHOTOYHCIICHHBI:

1) MHOTIATHYECKUIT CHUMIITOMOKOMILICKC (HENEPEHOCUMOCTh (U3UUECKUX
Harpy3o0K, MbIIIIeYHas C1ab0CTh, CHIDKEHUE MBIIICYHOTO TOHYCA);

2) cynoporu (MHOKIIOHUYECKUE HITH MYJIBTH()OKAIBHBIE);

3) MO3KEUKOBBIN CUHIPOM (aTaKCHsl, UHTEHLIUOHHBIHA TPEMODP);

4) nopakeHUE TIIa30IBUTaTeNIbHBIX HEPBOB (IITO3, HAapyXHas odrambmo-
I1eTus);

5) nonuHeWponarus;

6) MHCYNBTONOOOHBIE TAPOKCU3MBI;

7) MUTpeHEnoI00HbIE TOIOBHBIC OOJIH;
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8) uepemnHo-nuieBas aucMopdus;

9) nucMeTaboIMYecKUe MPOsIBICHHS (PBOTA, SITM30/bI JIETAPTUH, KOMBI);

10) npIxaresbpHbIC HApYLICHUS (AITHO?, THUIICPBEHTUJISILINS, TAXHUITHOD);

11) nopaxeHue cepua, NIEYECHH, MOYEK;

12) mporpeccupyroliiee TeueHre 3a00JICBaHNS.

IMopaxkeHHsT MEYCHH XapaKTEPU3YIOTCSl TeMaTOMEraluell ¢ HapylICHUEM ee
(YHKIIMH BIUIOTH 1O Pa3BUTHS IEYCHOYHON HEIOCTATOYHOCTH.

JlaboparopHbie (OMOXUMHYECKUE) HCCIISOBAHUS HALICIICHBI B MIEPBYIO Ove-
penb Ha BBIBICHHE y MALMEHTOB JIAKTaT-allu03a W/WIM IHpyBaT-annno3a. [Ipn
9TOM CIIeIyeT IOMHHUTb, YTO HOPMAJbHbBIC TOKA3aTeIM MOJIOYHOM KHCIIOTHI HE UC-
KITIOYAIOT HAJIMYUSI MUTOXOHIpPHAJIBHOTO 3a0o0neBanus. [pyrue Onoxummudeckue
MOKAa3aTeld, UCCIEAYEeMbIe MPH MOA03PEHUH HA HATHYHE MUTOXOHPHATbHON Ma-
TOJIOTHH, BKJIIOYAIOT KETOHOBBIE TEJIa B KPOBU M MOYE, AIMIKAPHUTHHBI ILTa3MbI
KPOBH, a TaKXXe COACPIKAHUE OPraHMYCCKUX KHCIOT ¥ aAMHHOKHCIOT B KPOBH U
Mode. M. V. Miles 1 coaBT. pe/JIOKHIIN OLIEHUBATh COIEPIKAHHE MBIIIIEYHOTO KO-
sH3uma Q10 y nereit ¢ nedexroM GpepMEeHTOB JbIXaTEIbHOM IETTH MUTOXOHIPUH.
MuromopdoneHcuToMeTpuIecKre UCCIEN0BAHNS TIO3BOJISIOT OLICHUBATh AKTHB-
HOCTh MUTOXOHIpUl TUM(OLUTOB (CHIDKCHUE KOJIMYECTBa, YBEIUYCHHE 00beMa,
CHIDKCHHE aKTUBHOCTH).

U3 npyrux METOAOB UCCICIOBAHU (IOMIUMO METOIOB HEHPOBHU3YaIH3aIHN )
HCTIONB3YeTCsT OMOTICHSI CKEIETHBIX MBIIII C IPOBEACHHEM CIIenN HHUECKUX THCTO-
XUMHUYECKHX PEAKIMI — IS BHISIBICHUS (PCHOMEHA «PBAHBIX KPACHBIX BOJIOKOH)
(ragged red fibers — RRF) B nony4yeHHoM Ouonrare. [ eHeTHUECKHE METOBI HC-
CJICIOBAHUI CBOJSTCS K OMPEICICHUIO Hanboee YacThIX MyTAllUi U CEKBEHHPO-
BaHUI0 MuTOXOHApHansHOM JIHK.

JlnarHocTukKa HeOHATAJILHOTO renaTuTa. [Ipu cOope anaMHe3a HEOOXOAUMO
YTOYHUTHh OCOOCHHOCTH TE€UYEHHs OEpPEMEHHOCTH, CPOK POIIOB, COCTOSTHHE peOCHKa
IIpU POXKACHUN M €r0 aHTPOIIOMETPHYCCKUE MOKA3aTeNH, CPOKU TOSBICHUS JKe-
TYXH, IBET CTyJIa U pa3Mephl IEYEHH U CENE3CHKHU IpH poxaeHuu. [Ipu ocmompe
HOBOPOXXJICHHOTO OLICHUBAIOT [[BET KOKHBIX MOKPOBOB U CKJIEP, Pa3Mephl MEUCHU
U CEJIC3CHKH, L[BET CTYy/Ia M MO4H, ¢pu3ndeckoe pazsutue (npui. 9). [Ipu ncnonb3o-
BaHUH HEKOTOPBIX JICYEOHBIX CMECEH IKBUBAJICHTOM OOSCIBEUCHHOTO CTYJa MOTYT
OBITH pa3HbIC OTTEHKH Ceporo Ipera (0T CBETIIOro J0 TEMHOro). Bo3MOXKHO MmosiB-
JICHHE TeMaTOM Ha Pa3IUYHbIX y4acTKaX Tella U KPOBOTOUMBOCTH MYIIOYHON PaHKH,
YTO CBSI3aHO C AE(HIMTOM BUTaMHUH-K-3aBUCHMBIX (haKTOPOB CBEPTHIBAHUS KPOBU
BCJICZICTBHE HAPYLICHHOTO BCachIBaHUs BUTaMKUHA K B KHIlICUHUKE.

B 06wem ananuze kpoeu BaxxHO OLICHUTH YPOBEHb JICHKOIIMTOB (JICHKOIIM-
TO3 WU JICHKONEHUS ), TPOMOOLUTOB (TpoMOoLUTONEHHs), HOPMYIly KpOBU (HEH-
TponeHus, HelTpoduies, TMMOOIUTO3).

Buoxumuueckuii ananu3 Kposu IPHU BPOXKACHHOM TEIIATUTE XapaKTepH3Yy-
ercst nosbiieHeM TpaHcamuHas ANAT, AcAT Gonee yem B 8—10 pas, cooTHOILIE-
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nuem ANAT / AcAT > 1, noBbIlIEHUEM MapKEPOB XoJiecTa3za — MPAMON (ppakiuu
6unupy6una, I'TTII, menounoii pocdarasel, ypoBHS X0aeCTEpHHA, B-IUIONPOTE-
U/I0B, HapyLIEHNEM CHHTETHYECKOH (YHKINY NEeYeHH — CHIDKEHHE anbOyMHUHa,
xonuH3CcTepas3bl. HeoOXonuMo mpoBOIUTE UCCIENOBAHUE KUCTOMHO-WEI0UHO20
cocmaea KpOoBH C ONIPEAEICHUEM yPOBHSI JIaKTaTa.

Ipu uccaenoBaHUM CHCTEMBI FeMOCTas3a MPU OCTPOH IMEeYCHOYHOI HejocTa-
TOYHOCTH OTMEYAIOTCS HapyIICHHS! OSNKOBO-CHHTETHYECKOH (DYyHKIMH IEe4eHH,
KOTOPBIE IPOSIBILIIOTCS CHIDKEHUEM YPOBHS (pUOpHHOTEHA, YATHHECHUEM TPOTPOM-
6uHoBOrO BpemeHu > 20 ¢, MHO > 2,0, cHmkeHHeM IpoTpOMOMHOBOTO HHJIEKCA
(IITH) < 60 %. IIpu pa3BUTHN OCTPOI NEYEHOUHOI HEJOCTATOYHOCTH TpelyeTcs
ompexneneHne V (akTopa, KOTOPHIH SBISETCS BaKHBIM IPOTHOCTHYECKUM ITOKA-
3areneM setansHocTH. IIpu ero yposHe MeHee 15-20 % ¥ HaIHYUH IEYEHOYHOH
sHuedanonaruu [II-1V crenenu BepkuBaeMocTs cocraninsieT MeHee 10 %.

O6cnenoBanue Ha mapkepst ungpexyuii meronom UDA u I1LP B xynerype
KJIETOK KPOBH IPEICTABICHO B Ta0. 6.

Tabruya 6
Odcen0Banne Ha MapKepbl BUPYCHBIX HH(EKIUii IAHEHTOB ¢ BPOXK/JIEHHBIM reHaTHTOM
Bo3oyauresn Mapxkepbl
Bupychsiii renatut B HBsAg, anti-HBcor-IgM, anti-HBcor-IgG, HBeAg, anti-
(BI'B) HBeAg, IHK BI'B, BH, renorunuposanue
Bupychsrii renatut C Anti-HCV, PHK BI'C, BH, reHoTnnupoBanue
(BI'C)
Tokcomnnazmos Turp anTuTen Yy Matepu u pebenka — anti-IgG, Hu3Koa-
BuaHble anti-IgG u anti-IgM
BIII" Anti-IgG, anti-IgM, Hu3KoaBuauere anti-IgG, HK BIIL,
AQHTHUIEeH BUPYCA B KYJIBTYpe KJIETOK
IMB Anti-IgG, anti-IgM, HuskoaBunHble anti-IgG, JIHK [IMB,

OeJIOK pp65 B KPOBH, aHTUI'€H BUPYCa B KYIbType KICTOK

BOb Anti-IgG u anti-IgM k kancunaomy antureny (VCA), anti-
1gG « snepromy antureny (EBNA), anti-IgG k panHemy
antureny (EBEA), JJHK BOB, Bupyc B KylbType KI€TOK
B1Y Antu-BMY, JHK BHY, PHK BUY, BH

Bupyc repnieca 6-ro Tuna | Anti-IgG, anti-IgM, JIHK BI'U-6, Bupyc B KynbType
(BI'4-6) KJIETOK

OHTEpOBHUPYC Anti-IgG, anti-IgM, PHK, Bupyc B KyIbType KJIETOK
ITapsoBupyc B19 Anti-IgG, anti-IgM, JIHK, Bupyc B KyJIbType KIIETOK

IIpu nopo3peHun Ha GakTepHanIbHYIO WK I'PUOKOBYIO HH(PEKIUH IPOBOISAT
OaKkTepHoNOrHIecKoe HcciaenoBaHue KpoBH. O0s3aTeNbHBIM SBISETCS ONperese-
HHE BUJA BO30YAUTEN, IOCKOIBKY OT 3TOI0 3aBUCUT BBIOOP aHTHOAKTEPUATILHOIO
WIN TIPOTHBOTPHOKOBOTO MpemnaparoB. IloceB KPOBH PEKOMEHAYETCSI OCYILECT-
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BIISATH 110 BBEACHHS aHTHOAKTEPUAILHOTO JISKAPCTBEHHOTO cpencTBa. OnHAKO IpH
COXpaHEHUH JINXOPaJKH HEOOXOANMBI €KEeJHEBHbIE IIOCEBBI KPOBH, HECMOTPS Ha
HPOBOAMMYIO aHTHOAKTEPUATIBHYIO TEPAITHIO.

Hucmpymenmanvhsle memoowt vccienoBanus Bkaoyaror Y3U, KT opra-
HOB OpIOLIHO# MoyiocTH ¢ KoHTpactupoBanuem U MPT. JInst orieHKH BBIpaKEHHO-
ctu $prbpo3a UCHONB3YIOT HEMHBAa3UBHBIE METO/IbI ONpeiesieHus (udbpo3a neyeHy,
B OCHOBE KOTODBIX JISKHT HCCIIEAOBAHUE YIPYIHX CBOHCTB MATKHX TKaHEH WU
ANIACTUYHOCTH TKAaHH, KOTOPasi 3aBUCHUT OT IUIOTHOCTU TKaHH, a, CICA0BATEIBHO,
oT ypoBHS (pUOpOreHe3a: CTaTUYeCKyI0 M INHAMHYECKYIO 3nactorpaduio (3macro-
METPHUIO).

Buoncus neuenu. MUKpO- 1 MAaKpOCKOITNYECKHE H3MEHEHHS CTPYKTYPEHI T1e-
YEeHU 3aBHCST OT aKTHUBHOCTH U CTAJMU OOJIC3HU U HAIPSIMYIO CBS3aHBI C BO3pac-
TOM pebeHka. TUMHYHBIE THCTOIOTHYECKUE IPOSBICHUS aTPE3UH BHEIIEUEHOUHBIX
JKEITYHBIX MPOTOKOB BKJIFOYAET XOJIECTAa3, MEPUIIOPTAIBHYIO MPOSUdepaIuio npo-
TOKOB, IIPHCYTCTBHE >KEIYHBIX TPOMOOB BO BHYTPHUIIEYEHOUHBIX JKETYHBIX MPO-
ToKaX. [ MTaHTOKJIETOUHYIO TPAHC(HOPMAIUIO TEHNAaTOLUTOB HAOIIONAIOT TOJIBKO B
15 % ciryyaeB, U 3TOM BBISIBIIEHHE THTAHTOKJIETOYHBIX T€aTOLUTOB CBUICTEIb-
CTBYET TOJIbKO O (DaKTe BPOMKISHHOTO TeMaTuTa, He MO3BOJIsisA AU BEepeHIIMPOBATD
€ro 3THOJIOTHIO.

ANTOpPUTM HCCIIEZIOBAaHUSI HEOHATAIBHBIX JKEITYX TpeOyeT KOHcylrbmauuu
2eHemuKa C MPOBEIECHUEM TeHETHYECKOTO TECTUPOBAHUS ¢ MOJIEKY/ISIPHO-TEHETH-
YECKUM HCCIIEIOBAaHUEM CIeHU(PHUECKUX JIOKYCOB XPOMOCOM, a TAKXKe UCKIII0Ue-
HUS MEXaHUYECKOH KEITYXH.

AYTOUMMYHHBIN T'ENIATUT

AyTouMMyHHBIIi renatut (AHUI') — XpoHUYeCcKoe IPOrpeccupyouiee M-
MYHOOIIOCPEAOBAaHHOE BOCIIAJIHUTEIbHOE 3a00JIEBaHUE ITEUCHH, KOTOPOE COMPO-
BOX/Ia€TCS BBICOKMM YPOBHEM CMEPTHOCTH IPU OTCYTCTBUH JiedeHHs (B 6 pa3
BBIIII€ B NIEPBBII Tof] MOCJIE MOCTAHOBKH IMAarHo3a M B 2 pa3a BBIIIE Yepe3 rof).
AWI xapakTepu3yeTcs MMMYHOJIIOTHYECKUMH U ay TOMMMYHHBIMH NPOSIBIICHUSIMU,
OOBIYHO BKIFOYAIOIIMMHY HAJTHMYHE HUPKYIHPYIOIIIX ayTOAHTUTEN U BEICOKYIO KOH-
LIEHTPAIMIO TaMMa-II00y/IiHa B CHIBOPOTKE KPOBU. JTO ele Oosiee BHIPaXKEHO B
JIETCKOW TOMYISIIAM, TI€ PUCK cMepTHOCTH B 8 pa3 Beime. AU mopaxkaeT xeH-
LIMH U MY)XYMH BCEX BO3pPAcTOB M HaluoHaibHOCTe. Xorss AUI TpanunuoHHo
CUHMTAETCS PEAKUM 3a00JIeBaHIEM, HEIABHIE OMY/SIIMOHHbIE HCCIISOBAaHUS yKa-
3BIBAIOT HA TEHJICHIIMIO K POCTY KaK 3a00J1€BaeMOCTH, TaK U PaclipOCTPaHEHHOCTH.

AUT 1-ro tumna, nnn knaccuaeckuit AUT, xapakrepusyeTcs: HAITUIHeM Lup-
KYJUPYIOUIMX AHTHHYKJICAPHBIX AHTUTE] W/WIM aHTUTEN K IVIaJKOMBIILICYHBIM
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KieTkaM. OTo npeobnanatomas popma AL, BcTpevaromasics y B3pOCbIX U MOJI-
POCTKOB.

AWT 2-ro Tuma omnpeaenseTcs HATHYUEM aHTHTENl K MUKPOCOMaM Ie4eHu/
noyexk (ALKM-1) u/unu x untozonsHoMy anTureny nedenu (ALC-1). On o6b14HO
JIMarHOCTUPYETCS Y MIIACHIIEB, IEBOYECK U MOJIOJBIX JKEHIIIHH.

B cucremarnyeckom o630pe u MeraaHanuse 37 MccieOBaHUN y4yacTBOBa-
nu 239 345 726 yenosek u 55 839 manumenToB u3 18 cTpaH Ha MATH KOHTHHEH-
Tax. B pesynabrare ObuI0 yCTaHOBJIEHO, 4TO IvIoOanbHas 3adoneBaemocTs AUID
coctaBmser 1,28 cmyuast Ha 100 ThIC. )KUTENEH B oA, a pacIpoCTPaHEHHOCTh —
15,65 cnydas Ha 100 Thic. xuTenei. Y B3pociblX U AeTel mokasarenu 3aboie-
BaeMOCTH U pacrnpoctpaneHHocTH AUT pasznmuuarorcs. Y B3pocibix 3aboieBae-
MocTb BapeupyeT ot 0,67 1o 2,2 ciryyaes Ha 100 ThIC. 4eOBeK B roj, a y Aerei —
ot 0,23 o 0,4 coyyaes Ha 100 ThIC. wenoBek. PacripocTpaneHHOCTE Cpey B3poc-
JBIX coctasisieT oT 4 no 42,7 cinydaeB Ha 100 Thic. yenoBek, a cpenyu neTen —
ot 2,4 10 9,9 cinyuaeB Ha 100 ThIC. YenOBEK.

3aboneBaeMocTs U pacnpoctpaHeHHOCTh AW 3HauUMTENbHO BBIPOCIH —
B 3,1 u 2,8 paza cOOTBETCTBEHHO IO CpaBHEHMIO C mokazarensmu 10 2000-x rr.
YpoBenb 3a0oneBaeMoCcTH U pacnpoctpaneHHocTi AUILT okasaics Bblle B pa3BU-
TBIX CTpPaHax CPeu )KEHIIHH, JTIofel cTapie 65 neT, a Takoke B CeBepHOIt AMepuke
(o cpaBuenuro ¢ EBpomoii, Asueii u Oxkeanneil) U B perioHaX ¢ BHICOKMMH IIU-
poramu (> 45°). Hekotopble McClIe0BaHUS BBISIBUIM Pa3jin4yus B CUMIITOMAax U
ucxozax OOJIE3HM cpeay pa3HbIX 3THUYECKUX Tpyni. Hampumep, manueHTsl u3
ctpan Adpuku k rory ot Caxapsl (netn), Muaun (v getu, u B3pocineie) u bpaszuinu
(TonbKO B3pOcCIbIe) OBLIKM MOJIOXKE U CTpajalu Oojee TsKenol Gpopmoil remarurta
[I0 CPaBHEHHMIO C MALMEHTaMH M3 3alafHBIX CTPaH. AHAIM3 MOKa3al, 4To adpo-
amepukaHubl ¢ AU vamie nomnagaroT B OONBHUIY M UMEIOT 00Jiee BHICOKUI pUCK
CMEPTH BO BpeMsI TOCITUTAIN3AIMY 10 CPABHEHHMIO ¢ OesIbIMH HareHTamu. Taroke
ObLI0 0OHApPYKEHO, YTO adpoameprkaHckue nanueHTsl ¢ AUL oObryHO 3a0051€Ba-
10T B Oosee MOJIOIOM Bo3pacTe. VX cocTosiHue TsDKelnee, M OHU Yallle HYKIAroTCs
B TPAHCIUIAHTALIMY TIE€YEHHU WM YMHPAIOT OT OCTPOW MEYEHOUYHON HeJl0CTaTOuHO-
CTH. DTH Pa3IuyMs MOTYT OBbITh BBI3BAHBI TCHETHYECKUMH, COIHATbHO-3KOHOMHM-
YeCKUMHU (aKTOpaMH U OTPAaHUYEHHBIM JIOCTYIIOM K MEIUIMHE.

Yame Bcero AUI' nuarnoctupyercst y aeTei, MOAPOCTKOB M B3POCIBIX B
Bo3pacte oT 30 no 50 ner. OnHako B MOCIEAHUE ToAbl OOIE3Hb BCE yallle opa-
KAeT MOXKWJIBIX JIIONEH. DTa TEHASHLUS MOXKET OBbITh CBsI3aHA C OOIIMM CTapeHH-
€M HaceJEeHUS U MOBBIIICHUEM OCBEIOMJICHHOCTH O 3a00JIEBAaHUU Cpeiu Bpaueit
BCEX crenuanu3anuii. 3aboneBaHue Jale BCTPEYaeTcsl Y )KEeHIINH, COOTHOILICHNE
JKEHIIMH U MY>X4rH coctaBisieT 3—4 : 1. OngHako B rocieHee BpeMs 3T0 COOTHO-
IIEHNE U3MEHMIOCH, YTO TOBOPHT O pocte yucna myxun ¢ AUTL. HccnenoBanus
MOKA3aJIk, YTO MY>KYHMHBI XYK€ IEPEHOCAT JICUeHHE, Y HUX Yallle BO3HUKAIOT 0C-
JIO)KHEHUS U BBILIE 3aTPAThl Ha TOCIIMTAIM3ALHUIO 10 CPABHEHUIO C KEHIIMHAMH.
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OO1meHaoHaabHOE HecleoBaHke B JlaHUM Takxke MOATBEPKAaeT Ty TCHICH-
U0 — cpeau My>xunH ¢ AUT Beile ypoBeHb CMEPTHOCTH, U 3Ta 3aKOHOMEPHOCTh
MIPOCJIEKUBACTCS U B JIETCKOM TpyIIe. DTH pa3Iudusl CBA3aHbl C COMYTCTBYIOIHU-
MU 3200JIeBaHHUSIMU, KOTOPBIE 3aBUCAT OT I10J1a, 0COOEHHOCTEH UIMMYHHOW CUCTe-
MBI, pabOTHI THIOTAJIaMO-TUIO(H3aPHO-TOHATHOH CUCTEMbI M YPOBHS IOIOBBIX
TOpMOHOB. Bce 3T ¢akTopsl MOTyT BIMATH Ha aKTUBHOCTb U IIPOTPECCUPOBAHUE
6one3nn. Kpome T0oro, BaXKHO YUUTHIBATh, HACKOJIBKO MAIIMEHTHI TOTOBEI CIEI0BATH
Ha3HAYEHHOMY JICYECHHUIO.

MMarmentsr ¢ AU n ux Onu3kue pOACTBEHHHMKU TMOIBEPIKEHBI MOBBIIICHHO-
My PUCKY Pa3BHUTHs BHEINEYEHOYHBIX ayTOMMMYHHBIX 3aboneBanuil. ¥ 20 % ma-
IIIEHTOB Y)K€ €CTh TaKKe 3a00IeBaHMsl Ha MOMEHT ITIOCTAaHOBKH JIarHo3a, a emie y
13 % OHM BO3HMKAIOT WJIM IOBTOPSIOTCSA B TEYEHHE NEPBBIX IATH JIET MOCIE IO-
CTAQHOBKHM JyarHo3a. Yare Bcero BCTpeyaroTcest 3a00J1eBaHys IIUTOBHIHON JKeIe3bl
(8-18 %), koxxHbIe 3a0051eBaHMs (8 %) M BOCHAIMTENbHbIE 3a00JIEBAHMUS KUILIEYHUKA
(4-22 %). Cpenu pacrpocTpaHEHHBIX BHEIIEUEHOYHBIX ayTOMMMYHHBIX 3a00eBa-
Huil y nauuenToB ¢ AT BBIABISAIOTCS THPEOUIUT XaIIMMOTO, PEBMATOUIHBIN ap-
TPUT, CUCTEMHasl KpacHas BoiyaHka, cuaapoM llérpena, nennakus, BocnanuTeb-
HbIE 3a00JIeBaHuUs KUIIEYHHKA, Oone3Hb [ peiiBca, BUTHIINIO, ajlonenusi, CaxapHbli
quaber 1-ro Tuma, copuas, MaHHUKYINT, MOHOHEBPUT, TMTMEHTHAs! KPalMBHHMIIA,
cuaapom CBuTa, HIMONAaTHYECKask TPOMOOIUTONIEHNYECKast MypITypa, MOJIMMHUO3HUT,
TEMOJIMTHYECKAs! aHEMUS, YBEUT, CHHJIPOM ayTOMMMYHHOM HOJIMIHAOKPUHONATHH.

Ienuaxus — 510 3aboneBanue, cBsizaHHoe ¢ AUI, kotopoe BcTpeudaercs
ropaszo yamie, 4eM B oOmiei momynsuuu. B cpexnem 4 % mrozmeit ctpamaior ot
LeJIMAaKWK, TOrAa Kak B oOLIed MOMyJSIMM 3TOT IOKa3aTelb COCTaBISET BCEro
0,4 %. YV nmerell pacnpoCTpaHEHHOCTh IieNUaKuy erie Belmie — oT 11 1o 46 %.
BreneueHouHble ayTOMMMYHHBIE 3a00J€BaHUS BIMSIOT Ha OOIIYI0 CMEPTHOCTb,
YTO 0COOCHHO 3aMETHO Y JIIONEH, Y KOTOPBIX JHArHOCTHPOBAHO OoJiee OJHOTO Ta-
xoro 3a0oneBanusi. A" MOXeT IPOSIBIATHCS M0-Pa3HOMY — OT OECCUMIITOMHOTO
JIeTKOro TedeHus 10 xpoHuueckoro AUI ¢ BeipaxkeHnHbIM (pudpo3om. MHoraa 60-
JIe3Hb Pa3BHBACTCA CTPEMUTENHHO, BBI3BIBAsl OCTPYIO MEYEHOYHYIO HEJIOCTATOY-
HOCTb M MacCOBBIH HEKPO3 KJIETOK IEYCHHU, YTO MOXKET OBITH OIACHO IS JKU3HU.
Tuns! AUT" 1 pacipoCcTpaHEHHOCTb IPOSBICHUH [IPeICTaBIeHb] B Ta0MI. 7.

V B3pocneix Tansl AUID cBsizansl ¢ pa3HOW BeDKHBaeMoCThIO. [Ipu merkom
TeueHnu O6one3Hu 10-yeTHss BBKUBaeMocTh cocTaBisieT 98 %. Onnako npu AUT
C OCTPOH MOYEYHOH HEJAOCTAaTOYHOCTHIO LIAHCHI Ha BBHDKMBaHHME O3 TpaHCIUIaH-
Tauuu rnedeHu B TedeHue 21 nus Bcero 14,5-20 %. Jlo TpaHCIUlaHTanuu mede-
HU noxuBatoT 18-23,8 % manmentoB. AULT BcTpedaercst B 11000M BO3pacTe —
OT MJIAJICHIIEB J0 MOXUJIIBIX JTtofeld. CUMIITOMBI 3aBUCST OT BO3pacTa. Y MOXKHIIBIX
HanMeHTOB 00JIe3Hb OOBIYHO IMPOTEKAET JIeTde, Jalle BCTPEYAIOTCsl 0ECCHMIITOM-
HOE TeYeHHE, IMPPO3 NEYCHN U BHENIEYCHOYHbIE ay TOMMMYHHBIE IIPOSIBJICHHUSI.
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IIposiBnenne AUI y B3pocabIx u aereit

Tabnuya 7

Tunbl B3pocasbie Jetu
AUT Onpenesnenne Yacrora Onpenenenne Yacrora
beccumn- | OtcyrcTBue 6-23 % OtcyTcTBHE CUM- 12-18 %
TOMHBII CHMIITOMOB, TOJIBKO HTOMOB, TOJILKO
HOBBIIICHHbIE MOBBIIICHHEIE
OMOXUMUYECKHE OuoxumMuueckKue
HIOKa3aTeNy Ne4eHH I0Ka3aTeNN NeUYCHH
Xponu- > 6 MecALEeB OT 48-68 % | 6 mecsLeB oT 33-52%
YecKuit Hayaja MOBBIIICH- Hayana
HBIX IIOKa3aTeNel TOBBIICHHBIX
OMOXUMUY NIEUCHU nokasarenei ouo-
WM CHMIITOMOB XMMHH NICYCHH WIIH
CHMIITOMOB
OcTpsrit < 30 gHel OT HosB- 10-26 % < 30 gHEH OT mOSIB- 19-58 %
JICHVsI CHMIITOMOB JICHHS] CHMIITOMOB
Octpoe Octpoe noBpexzae- | Okono Tpetu
obocT- HHE, Pa3BUBAIOIIE- | TAIIHCHTOB
penue ecsl y IAIllMeHTOB C | UMEIOT LUp-
XpoHHYe- | (POHOBBIM XPOHU- | PO3 IICUCHU o -
CKOTO 4ecKUM 3aboneBa-
HHEM
Ocrtpslit Ocrtpoe nposiBiie-
TSOKENIBIA | HUE C JKEJITYXOH
U HapyIICHUEM
CBEPTHIBAEMOCTH — — —
kposu (MHO >
—1,5 u <2), Ho 6e3
sHIEdanonaTHn
Octpast Octpoe noBpexae- Octpoe noBpexae- 26 %
nede- HHE y TAIHEHTOB C HHE y IaIIUCHTOB C
HOYHast LUPPO30M MEUECHU LIUPPO30M EUCHU
HENOCTa- |1 BHEIEUCHOUHOH U BHEIICUCHOYHOMH
TOYHOCTh | OpraHHOM HeJocTa- o OpraHHOM HezmocTa-
Ha QOHE | TOYHOCTBIO TOYHOCTBIO
XpOHHYE-
CKOM
Ocrtpas Hexpo3 neyenu ¢ IoBblIEHHBIE 3,6-12,5%¢c
neve- sHuedanonaruei B AnAT u MHO > 1,5 | 3-kpaTHbIM
HOYHast TedeHue 8 Henelb ¥ SHIedasonatus | HOBBILICHHBIM
HeJoCTa- | OT Havasa 3abose- — WY TIOBBILLIEHHBIE | PUCKOM
TOYHOCTH | BaHMSA AnAT u MHO > 2, | npu LKM1-
c/0e3 sHIIeasona- | accouuu-
THEN poBanHoM AU
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V nereit u mogpocTkoB vame auarHoctupyor AUIL ¢ TICX. V cambix ma-
JIEHbKHX JieTell yaie Bcero Bcrpedaercst AUI, cBA3aHHBIN ¢ MOpakeHHEM Iede-
HH | TI0YEK, IIPU KOTOPOM BBISBIISIIOTCSl QHTUTENA K MUKPOCOMaM IIe4eHH Tuma 1
(LKM-1) w/unu aHTHTENa K LUTO30JbHOMY aHTUreHy nedenu tuma 1 (LC-1).
V¥ nereii mnaamero Bozpacra ¢ AWUT, BeizBanabiM LKM-1/LC-1, vaiie BcTpeuaer-
sl OCTpast IoueyHast HeJOCTaTOYHOCTh. OJJHAKO 3TH JaHHbIE OCHOBAHBI HA HEOOIb-
IIUX UCCIEIOBAHMUIX B OJHOM LIEHTPE, U KPYITHBIC HOMY/ISILUOHHbIE HCCISIOBAHMUS
II0Ka HEe IPOBOIMINCH. M3-3a prcka ObICTPOro YXyALIEHUS! COCTOSIHUS OCTpasi Ie-
YEHOYHAs] HEAOCTATOYHOCTh y JeTeil MOXKET OBITh JMAarHOCTHPOBAHA HE3aBHUCH-
Mo ot s3Huedanonaruy, eciii MHO mnpebiaer 2. IIpy nmocTaHoBKe AMarHo3a y
20-33 % B3pOCHBIX U JeTeH BBUBILIIOT 3alyIIeHHYI0 (hopMy 3a0oneBaHus mede-
HU. 3a MOCJIEAHUE JEeCITUIETHS IPOU30LIIN U3MEHEHHSI — B3pOCIIbIE MAIllUEHThI
CTaJIM CTapllle, Yalle CTAIKUBAIOTCS ¢ OCTPOH (OopMOit OONE3HH U pexe CTPaTaloT
OT LIMPpPO3a, YeM paHblle. My>XK4nHbI 00palaroTcs 3a HOMOIIBIO B 00j1ee MOJIOIOM
BO3pacTe W 4aCTO UMEIOT LIPPO3 Ha MOMEHT JHArHOCTUKH, B TO BPEMsI KaK >KEeH-
LIMHBI CTAJIKUBAIOTCS ¢ OOjiee BBICOKOI 4aCTOTOH BHENEUYEHOYHBIX ayTOMMMYH-
HBIX 3a001eBaHuUI.

AMUI" xapaxrepusyercss HATMYUEM ChIBOPOTOYHBIX ayTOAHTHUTEN y OOJIBILUH-
cTBa manueHToB. [lepBoHayanpHO cymiecTBoBanu aBa ocHOBHEIX Thma: AUIT 1-ro
tuna (AUI'-1) u AUT" 2-ro Tuna (AUT-2). JJns AUT-1 xapakTepHbl aHTHHYKIIE-
apHbie antuTena (ANA) u anTHTeNa K maakuM MeiiaM (SMA), a ans AUT-2 —
antutena kK LKM-1 u LC-1. [To3xe, mocie OTKPHITHS aHTUTET K PAaCTBOPUMOMY
AHTHUTEHY TICYCHH U MODKETYI0UHOH xkene3bl (anTu-SLA/LP), npennoxuim Bbije-
quth 3-it tun (AUT-3).

AMUT-2 game BcTpeyaeTcsl y MOJIOBIX MAIMEHTOB, BKJIIOYasi MiIaieHIeB. [{Ba
PETPOCIIEKTUBHBIX MCCIIEIOBaHUS MOKa3anu Oosiee TsDKeloe TeueHHe OOJNe3HU U
XyJALIHI Mporuo3 y namuentoB ¢ AUI-3. B GonpmIrHCTBE ciiydaeB UM TpeOyercs
MOXXM3HEHHAs! IMMYHOCYyIpeccus. [I[porHocTuyecKue mocieacTBus, CBI3aHHbIE C
anTtutenamu K SLA/LP, MOryT ObITh CBSI3aHBI C MX MTOYTH IOBCEMECTHBIM COCYIIIE-
CTBOBaHHMEM C aHTUTEJIAMHU K ayToaHTUreHy Ro52 npakTuyecku y Bcex IMalueHToB
¢ AUT" u peakuueit Ha SLA/LP. DTu aHTHTENa HE3aBUCUMO CBSI3aHBI C HeOIaro-
IIPUSTHBIM NIPOrHo3oM npu AU

Moaxnaccudukamuun AW BBI3BIBAIOT COMHEHHS U OCTAKOTCS IMPEAMETOM
quckyccuil. HenaBHee mMacimTabHOE HOITOCPOUHOE UccaenoBanue aereit ¢ AWUD
II0Ka3aJI0, YTO TSDKECTh 3a00JIeBaHMs M OTBET Ha JICYEHHE HE 3aBUCAT OT HAIUYUS
ayToaHTuTeN. Y nmauueHToB ¢ aHTu-LKM-1-nonoxurenbHbIM cTatycoM Haluona-
JIach Takas ’e aKTUBHOCTDH OOJIE3HH, YACTOTA OTBETA Ha TEPAIUIO U TOITOCPOIHBIN
MIPOTHO3, KaKk 1 y narueHToB ¢ AUT-1. B To ke Bpems npeaplayliue 1 HeJaBHue
KPYIHBIE MCCIIEOBAHNS BBISIBIIIN, YTO HMAalUeHTHI ¢ aHTH-ANA u/unu antu-SMA
U nauueHTsl ¢ aHTU-SLA/LP uMeT cxokue KIMHHUYECKUE, OMOXMMUYECKHE U
THCTOJIOTHYECKHE XapaKTEePUCTHKH, a TaK)Ke OAMHAKOBBHIA HporHo3. Pasnenenue
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AMUI Ha THIBI IO CEPOTIOTUIECKUM MapKepaM ayTOMMMYHHOH CEpOJIOTUH HE MIPH-
HOCHT NPAKTUYECKON IOJIB3bI AJIsl B3pOCIbIX NanueHToB. IlosTomMy Takoe pasnene-
HHE HEe PEKOMEHyeTcsl.

Cpeny MHOXKECTBa POSIBJICHUH MMMYHOOITOCPEIOBaHHBIX 3a00JI€BaHuil 11e-
9YEeHH MO>KHO 3aMETHUTh 3HAYUTEIBHOE CXOACTBO KIIMHUIECKUX, CEPOTIOTHYECKHUX U
rucroiorndeckux npusHakos AUIL ¢ n1Byms Xonectarn4ecKUMHU 3a00JIeBaHUAMU
neueHn — [1CX u nepBuuHbiM OnnnapHbiM 1uppo3oM (IT6X). B nerckom Bo3pac-
te [ICX yacTo HaYUMHAETCS KaK OCTPOE BOCIAIMUTENbHOE 3a00IeBaHNE, KOTOPOE T10
cumnroMam HarmomuHaetT AUT, Ho 3arem TpaHchopmupyercs B Tunuunbiid [1CX.
W3HavanbHO 3TO 3a00eBaHHE HAa3bIBAIM ayTOUMMYHHBIM CKJIIEPO3HPYIOIIUM XO-
nanrutoM (ACX).

ACX, mo-BuiuMoMy, ABJsieTcsl HanboJee TsHKeI0l BocaiuTenbHon Gopmoit
[ICX u, BeposATHO, JOIKEH pacCMaTPUBATHCS KAaK YacTh CIIEKTPa CHHIPOMOB, CBSI-
3anHbIX ¢ [ICX. B KIMHUYECKON MpaKTHKE UCIIONB3YIOTCS Pa3jIMYHbIE TEPMUHbI
JUIst 0003HAUEHHUS 9TOTO COCTOSTHHMS, IPH 9TOM IIPHHSATO CHaYaJla yKa3bIBaTh JTOMHU-
Hupyolee 3a0oeBaHue, a 3aTeM MeHee 3HaunMoe. [loaToMy B pykoBoJCTBax 1o
AU ucnons3yrorcst repmunabl AUT/TICX u AUT/nepBruvHbIi OUIHAPHBIA X0TaH-
rut (I16X). B nureparype no [ICX cranmaptHo npumMensiercs Tepmun IICX/AUT,
a o [IbX — TIBX/AUT. MexayHapoaHas rpyra no ayTOMMMYHHOMY T€HaTUuTy
(IAIHG) npennoxuna cuurars [ICX u [IBX ocHOoBHBIMU 3a00€BaHUAMU B O0JIb-
LIMHCTBE CIIy4aeB, 32 UCKIIOUYCHUEM PEIKUX CHUTYallUii, KOTIa OHH CONPOBOXKIA-
FOTCS IPyTUMH MATOJIOTHAMHU. DTO BaXKHO ISl AUATHOCTUKYU U JICYEHUSL.

IIpuznaku [ICX mMoryT BKIIOYaTh BRIPAXKEHHYIO CIUIEHOMETAINIO, TIOPTaJIh-
HYIO TMIIEPTEH3HUIO U IPU3HAKU BOCIAIUTEIbHBIX 3a00JIeBaHNI KUIIEYHHKA.

Jonrocpounsie nocneactsusit AU MoryT ObITh BBI3BaHBI KaK MPOTPECCHPO-
BaHHeM OOJIe3HH, TaK 1 IMMYHOCYIIpeCCUBHOM Tepanueil. OCcloXHEHHs, CBA3aH-
HbIE ¢ nedeHblo, npu AUI™ aHanorudHel T€M, 9TO BOSHHUKAIOT MPH IPYTHX OCTPHIX
WM XpPOHUYECKUX 3a00neBaHusIX neueHu. OcTpas moueyHast HeIoCTaTOYHOCTh —
caMmoe pacHpOCTPaHEHHOE OCIOXHEHHE IPH OCTPOH MM OCTpOi Ha (oHE Xpo-
HUYECKOH TEYEHOYHOH HEZOCTATOYHOCTH, a TaKXe Mpu (QyJIbMHUHAHTHOH (opme
3a0oneBaHus. OHa MOXET BO3HMKHYTH H3-3a IIPOM3BOJILHOTO NPEKPALICHHUs WU
CHIDKEHHMS 103l HMMYHOJIETIPECCAHTOB, a TAKXKE M3-3a BTOPUYHBIX MTOBPEKIACHUI
MIEYECHH, TAKUX KaK HHEKLUH, JIEKapCTBa WIIX TOKCHHBI.

IIpu xponunueckom Teuenun AUI, 0coOEHHO y MallMeHTOB, KOTOPBIE HE I10-
JIy4WJId CBOEBPEMEHHYIO THAarHOCTUKY WM a/I€KBaTHOE JICUEHHE, MOTYT Pa3BUTh-
cst muppo3, nexomnencanus ¥ I'IIK. Xorsa ['TIK BeTpeuaercst peAko y HalUEHTOB
¢ AUT" ngaxke nmpy HATMYUKM TUPPO3a, O CPABHEHMIO C JPYTUMH 3a00JICBaHUSIMU
neuenu (1-9 % nauueHToB ¢ nupposom, cesizanHbiM ¢ AU, ¢ ronoBoii 3aboseBa-
emocthio 1,1-1,9 %), HenaBHee HCCIIEIOBAaHNE OATBEPUIIO, YTO YaCTOTa U pac-
MIPOCTPAHEHHOCTh 3TOr0 OCJIOKHEHMs T0BOJIbHO HU3KU (1,44 cimyuas Ha 1 ThIC.
nanueHToB B rox u 1,7 %, coorBeTcTBeHHO). OnHako puck passurust 'K 3naum-
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TEJIHHO BO3pAcTaeT MoCIe MoABIeHNUs uppo3a — uepe3 5, 10, 15 u 20 ner mocne
JMarHosa nupposa KymyinstuBHas 3aboneBaemocts 'K cocrasnser 2,6 %, 4,6 %,
5,6 % 1 6,6 %, coorBeTcTBeHHO. O)kupenue (kodddpunnent pucka 2,94, p = 0,04),
Bo3pact ctapue 50 net (ko3 dunuent pucka 2,94, p = 0,04), ynorpedieHue aiaxo-
rouist Oosee 25 T B aeHb (ko3 ¢unueHT pucka 4,12, p = 0,06) 1 Hanuuue CHHAPOMA
AWTI/TICX nHa HayansHOM 3Tarne (koadduuuent pucka 5,18, p = 0,007) sBusrorcs
JIOTIOJIHUTENILHBIMU (hakTopaMu pucka pa3sutus [TIK. Ot dakTopsl pucka aeii-
CTBYIOT B JIONOJHEHME K HAJIIMUUIO Uppo3a (ko duiuent pucka 3,17, p=0,01).

Juarnoctuka u nuddepenumnanbuas auarnoctuka. AU vy xHO yuuTsI-
BaTh TpH JuddepeHIranbHON TUArHOCTUKE Y MAMEHTOB C MOBBIMICHHBIMH Te-
YEHOUHBIMH (PepMEHTaMU HIIM LIUPPO30M HESICHOTO TpoucxoxaeHus (nmpwui. 10).
Juarno3 AWUI' cTaBuTCs NpH HATMYHUHU CISAYIOIUX TPU3HAKOB:

— TIOBBINICHHBIC YPOBHU aMUHOTpaHcdepa3 u IgG;

— cneungpuUecKre ayTOaHTHUTEIa;

— XapakTepHbIE N3MEHEHNUS B TUCTOJIOTUH HEUEHH.

OTH NPU3HAKU BaXKHBI, HO HE SIBJISIOTCS JOCTATOYHBIMU JJISI TOYHOM AUATHO-
CTHKH, €CIIU OHM BBISIBJIEHBI IO 0TAeabHOCTH. AUI" — 3TO KIMHHMKO-TIaTOIOrHYe-
CKUIi IMarHo3, KOTOPBI CTABUTCS MOCIE UCKITIOYSHUSI APYTUX BO3MOXKHBIX MPHU-
YMH 3a00JIeBaHus IIe4eHH. Ba)kHO OTMETHTBH, YTO BBICOKAs PACIPOCTPAHEHHOCTh
MeTaboJIMYEeCKN acCOLMUPOBAHHOTO XUPOBOro 3aboseBanus neyenu (MASLD) u
yHoTpeOiIeHne ankoroyis 00yciaaBauBatT cocyiiectBoBanrne AUI ¢ atumu 3a60-
JIEBaHUSIMH JIOBOJILHO YaCThIM SIBJIEHHEM, OCOOCHHO CPEAH B3POCIIbIX.

V nereii [ICX MoxxeT mposiBIATECS Tak ke, Kak 1 AU — KIuHUYecKH u
TUCTOJIOrMYECKH. Y HEKOTOPBIX JIeTel YK€ MOT'YT OBbITh U3MEHEHHUS JKEITYHBIX PO-
TOKOB, BBISIBJISIEMbIE IPH XonaHrHorpadun. OfHAKO 3T W3MEHEHUS MOTYT OBITh
MUHUMAaJIbHBIMH U HE 00HAPYKUBATHCSI COBPEMEHHBIMH METOJIaMHU BU3YaJIH3aL[HH.
IToatomy xomanruorpadus pekomenmyercs Bcem netsm ¢ AU u Mmoxer nmorpe-
0oBaTbCs PeryiasipHO Ha NPOTSHKEHUH Beero 3aboneBanus. Y gereit muaauie 6 et
xonaHruorpadus He TpeOyercs npu HopManbHOM aktuBHOCTH [T TTI.

IIBX/AUT" u AUT'/IIBX 4yamie JUarHOCTUPYIOTCS y JKEHIIUH CPEJHErO BO3-
pacTa U MPOSIBISIIOTCS OOBIYHO THNWYHBIMM HPU3HAKaMM XonecTasa. [Ipu momo-
3peHHH Ha 3TH 3a00J1eBaHU HEOOXOAMMO IMPOBECTH CKPUHUHI Ha aHTUMHTOXOH-
npuanbHbie anTuTena (AMA), 0coOeHHO Te, uTo criel(UYHbI K aHTHUreHaMm M2.
Taxoke cienyeT npoBepuTh Hanuuue anturel k gp210 u spl00 (metonamu MDA,
UMMYHOOJIOTTHHIa MM HEMpSIMOW MMMYHOQIyopecueHnn Ha kietkax HEp2).
DTOT aHANU3 BakeH, eciu aHaMHe3 U Y3 He 1aroT 4eTKON KapTHHBI, a TAKKE IPH
nepBuuHOi auarHoctuke AUI. CrneunpuyHOCTh U 4yBCTBUTEIBLHOCTh aHTHTEIN
npu AWUI u3ydens! Henocraroyno. Huskue ypoBHU ayTOaHTUTEN 4acTO BCTpeda-
totcs nipu yuctoM AT, 0cOOEHHO NpH BBIPAKEHHOW TMITepraMMarioOyTHHEMUH.
T'ucronoruyeckre NPU3HAKA HETHOMHOTO IECTPYKTUBHOTO XOJAHTUTA, XapaKTep-
uele i [16X, nHoraa Habmonatores u npu aktuBHoM AUT 6e3 I1BX. TToatomy
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Ba)KHO IIOBTOPHO NTPOBOIUTE CEPOJIOTHYECKUE HCCIEIOBAaHUS BO BpeMsl HaOmIone-
HUS, a IPU JUAarHOCTHYECKOI HEOoIpeaeIeHHOCTH — ITOBTOPSITH OUOIICHIO.

B cnoxHBIX ciydasx MOXeT OBITH Moje3Ha MpoOHas Tepamusl ypcome30K-
CUXOJIEBOM KHCIIOTOH B JIOTIOJHEHUE K CTAHAApTHOW MMMYHOCYIPECCHBHOW Te-
pamun. I MOATBEPXKACHUSI YMEPEHHOIO WIM TSDKEJIOro reraTtuTa HeoOXomuma
OHoICHS IIEYEeHH.

B crpanax ¢ Beicokum ypoaeM BT, ocobenno Tunos B u D, yacto BcTpeya-
erca AUT. B 1993 r. IAIHG pa3zpabortana nepBble 1MarHOCTUUECKUE KPUTEPUU U
CUCTEMY OIICHKH, KOTOpYIO epecMotpeniu B 1999 r. Dra cuctema Obuia CIIOXKHOMN
JUTS TIOBCETHEBHOTO MCIIOIb30BaHMs M3-3a MHOXKeCTBa MyHKTOB. B 2008 1. mpexyio-
KHJIH YIIPOLEHHYIO CHCTEMY, OLICHUBAIOLIYIO YETHIPE MapaMeTpa — IMOJ0KUTENb-
HBbIE ayTOaHTUTeNa, YpoBeHb 1gG, TUCTONOrHIO MEYEHH U OTCYTCTBHE MapKepOB
BT B 6amiax ot 1 1o 2. J[uaruo3 cTaHOBUTCS BEPOSTHBIM MPH 6 Oaiuiax u onpee-
JIEHHBIM TIpu 7 1 Oonee.

Komuter no renaronoruu EBponelickoro o0iecTBa AeTCKON TacTpO3HTEPO-
noruy, renaroioruu U nutanus (ESPGHAN) paspaboran oTHOCUTENnbHYIO Jua-
THOCTHYECKYIO IIKaJTy CIeUaIbHO AjIst aetei (tadm. 8).

Tabruya 8
Cucrema ouenku st Juarnoctukn AUT u papuanta AUT/IICX
B J1I€TCKO}i BO3PAaCTHOl rpymnme
XapakTepucTHKA Touxku Basibl Bajibl

OTCeveHust AUT AUT/TICX
ANA u/unn >1:20 1 1
SMA >1:80 2 2
Anti-LKM-1 unu 1:10 1 1
Anti-LC-1 >1:80 1 1
Anti-LC-1 [lo3utuBHEIH 2 1
Anti-SLA/LP [lo3uruBHEIH 2 2
pANCA [To3uTHBHBII 1 2
1gG >BI'H 1 1

>1,2-x BI'H 2 2
l'ucronorus neuenn CoBMecTUMBII 1 1

TunuuHbIit 2 2

OTcyTCcTBHE BUPYCHBIX TenaTuToB (A, B, Ja 2 2
E, BOB), MASH, 6one3nu Bunbcona u
BO3JICHCTBH JIEKAPCTBEHHBIX IIPETIapaToB
BreneueHOUHBII Ja 1 1
AyTOUMMYHHTET

101



Oxonuanue mabn. 8§

XapakTepucTHka Touknu Banibl Banibl
0TCeYeHUst AU AUT/MICX
CeMeiiHblil aHaMHE3 ayTOUMMYHHBIX Ja 1 1
3a0oneBaHuit
Xonanruorpadust Hopma 2 2
AHOMaJBHBIN 2 2

Ipumeuanue: AVII' — ayroummynHsiii renatut; AUT/TICX — ayTOMMMYyHHBIH Te-
[ATUT C NEePBUYHBIM CKIIEPO3UPYIOIUM XOJMaHrUTOM; ANA — aHTHHYKJI€apHble aHTHTENa;
aHTu-LC-1 — aHTHTENa K nMTo30/MI0 nedeHn 1-ro tuma; antu-LKM-1 — anTHTena k MUKpo-
coMaM MeyeHd U nouek 1-ro tumna; aHTH-SLA/LP — aHTHTENa K pacTBOPUMOMY aHTHICHY
MeYeHH/TIO[DKENYI0UHOM xene3bl; BOb — Bupyc Dmreiina-bapp; MASH — crearorenarur,
CBA3aHHBIN ¢ MeTabommueckoit nucynknuei; pANCA — nepudepudeckue aHTHHyKIeap-
Hble aHTHTeNa; SMA — aHTHTeNa K 1aaKkuM Mbliam; BI'H — BepXHsist rpaHuIa HOPMBI.

Onenka: 6onee 7— BepostHbid AUT; 6onee 8 — nonreepskaeHuslii AUL; 6onee 7 —
BeposTHbli AWI nin I[1CX; 6onee 8 — nmoxprsepxkaenusiit AUI nmm IICX.

B 2018 r. ESPGHAN mpemioxui HOBYIO CHCTEMY OLIEHKH JJISI TUArHOCTH-
KM ayTOMMMYHHBIX 3a0oieBaHUil meueHu y jereil. Ora cucreMa OTIMYaeTcs OT
ynpoiieHHoi mkaibel 2008 r. Tem, uTo y Aereil TpeOyeMblil THTP ayTOaHTHUTEI
Huke. Kpome Toro, y4uThIBarOTCS MOPAXKEHHUE JKEIUHBIX IPOTOKOB, BHEIIEUEHOU-
HbIe ayTONMMYHHBIE 3a00JIeBaHHs M CeMEHHBIH aHaMHe3 ayTOMMMYHHBIX Ooles-
Heil. OneHka 7 yka3blBaeT Ha BEpOSATHBII ayrouMMyHHbIH remarut (AUWI), a 8
1 BbIIIEe — Ha onpeneneHabii AUTL.

BeposaTHO, HOBbIE KPUTEPUU MIOBBICAT UyBCTBUTENBHOCTb Auarnoctuku AUT
y AeTei. OTH KpUTEpUH MPUMEHUMBI B CIIy4asX C OCTPbIM HayaJloM U J10JIBYaThIM
THUIIOM BocrnaneHus. bonbmuHCTBO nmanueHToB ¢ AW UMEIoT ayToaHTUTENA, KO-
TOpPbIE BBIABIIAIOTCS IPU TECTUPOBAHUM 10 CTPOrMM pekoMeHaluaM. OHaKo 3TH
pEKOMEHIalMU He Bcerna cobntonatores B laboparopusix. Bmecto HUX yacTo uc-
nosb3yroTest UPA u ummynoduryopecuentasiii aHanu3 (MDT) na knerkax HEp2.
VYhpoluieHHas OLEHKa He yuuThiBaeT oOHapyxeHue ANA u SMA stumu MeTona-
mu. [loaTOoMy HMccnenoBaresin peKOMEHIYIOT alaNTUPOBaTh YIPOILEHHYIO LKAy
quis nuarsoctuku AWID B noBceqHeBHOM npakTuke. OfHAKO BHEIIHSS BaJIUAALINSL
ellle He IIPOBEICHA.

AMWI" yame BCEro NpOSBILETCSA HOBBIMIEHHBIM ypoBHEM AIAT, KoTOpbIii
00b14HO BblIIIe ypoBHsI ACAT. DT0 XapaKkTepHO Kak JUis OCTPOTro, TaK M JJIsl XPOHH-
YECKOr'o renaTtuTa. YpoBeHb aMUHOTpaHC(epa3 MOKET BAPbUPOBATHCS OT HE3HAUM-
TEJIHOTO MOBBIIIEHHS 10 OoJiee ueM SO-KpaTHOTO MPEBBIIICHNS BEPXHEH IPaHHUIIbI
HopMsl (BI'H). Octpsle dopmbl 3a001€BaHUs CONPOBOXKIAIOTCS BEICOKUMH YPOB-
HSIMH aMUHOTpaHcdepa3 u OunupyOunHa. [Ipu 3ToM creneHb noBbimeHns AnNAT
HE BCErAa OTPa)kaeT I'UCTOJIOTUUECKYIO AaKTUBHOCTb. Y IALUEHTOB C LUPPO30OM,
BbI3BaHHBIM AUI, ypoBeHb aMUHOTpaHC(epa3z MOXKET ObITh HOPMAJIbHBIM HITH
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cinerka nosbleHHbIM. Menee 20 % ManueHTOB UMEIOT YMEPEHHOE MOBBILICHUE
mienounoi gocdarassl (<2 BI'H) u I'TTII (< 5 BI'H). 3HaunTenbHO€E MOBBILIEHUE
9THUX IOKa3arenen yka3piBaeT Ha xonecrarnueckuii Bapuant AUI. Yposens I'TTII
yacTo mnoBbIaercs y Mmyxuu ¢ AU, naxe ecnu ypoBeHb 1enoyHoi ¢ocdara-
36l OCTAETCSl HOPMAJIBHBIM MM MOYTH HOPMaJbHBIM. JTO HE JIOJDKHO CUHTATHCS
crnenu(UIecKM IPU3HAKOM COITYyTCTBYIOIIEH XoJaHTHoNaTuu. Y OoJbliei yacTu
nanuenToB ¢ AWUT (85-95 %) orMeuaeTcs OBBILICHNE YPOBHS FaMMa-TJI00yJINHOB
u IgG, naxke npu orcyTcTBUU LUppo3a. [loaToMy 3TH moKa3arenu craiau BaXKHbIMU
JIMArHOCTUYECKUMHU KpuTepusMu. OJIHAKO y MAIMEHTOB ¢ 0cTpoil opmoii 3a60-
neBaHus ypoeHb 1gG nossimaercs pexe — B 25-39 % ciayuaes. [Ipudnnbl 3T0r0
HESICHBI, HO MOTYT OBITH CBSI3aHBI C KPaTKOBPEMEHHBIM BO3IEHCTBHEM HMMYHOJIO-
THYECKOTO TPUITEPA UM HAIMYMEM IeHETUUECKUX (PaKTOPOB, BIMAIOLINX HA YPO-
BeHb [gG. TpaguimoHHO BRICOKHIA ypoBeHb IgG accormupyercs ¢ 6osee TxKeIbIM
TeueHUueM 00JI€3HU U MEHBIIEH BEPOSTHOCTBIO YCIELIHOIO JIEUEHHUS.

V nanmenTtoB ¢ aktuBHBIM AUI" ypoBens [gA Takyke MOBBIIIEH, XOTS ¥ HAXO-
JUTCA B IIpeieax HOPMbI WM YyTh BBIIIE, YTO MOXKET OBITh CBS3aHO C IOBBIIICH-
HOMW KHIIEYHOW MPOHUIIAEMOCTBIO U TMCOMO030M KHIICYHHKA.

IlepBuunblii ckpununr Ha ANA, SMA, antu-LKM-1 u antu-LC-1 Hy*)HO
npoBoauTh MeToaoM MDA onHOBpeMeHHO ¢ TecTupoBanueM aHTH-SLA/LP meto-
oM TBeproda3HOro aHanu3a (CHIIbHAs PEKOMEHAIMs, BBICOKHI ypOBEHb JI0Ka-
3aTeNIbHOCTH).

IIpu oTpunarenbHOM pe3ylbraTe UMMYHO(IIIOOPECIICHIIUH TOBTOPHO UCCIe-
JIyIOT CBIBOPOTKY B MeHbIIeM pa3BeaeHnn — 1 : 40 mms B3pocnsix u 1 @ 10 mns
neTeit (cuibHas peKOMEHAALus, BEICOKUI yPOBEHb J10Ka3aTeIbHOCTH).

Knununyeckue naboparopun o0si3aHbI ClieOBaTh peKkoMeHaanusm mo AW
DT0 KacaeTcs Kak MpelesIbHbIX 3HAYeHUH AJI OTYETHOCTH, TaK U UCIOJIb3yEeMbIX
METOROB (CHJIbHAsI PEKOMEHIAINs, BEICOKUI YPOBEHb A0KA3aTEIbHOCTH).

Heopranocnenuduyeckue ayroanrurena (ANA u SMA), a Takxe opra-
Hocreruduueckue (aHtu-SLA/LP, antn-LKM-1 u antu-LC-1) cunrarorcs ce-
pornorudeckumu Mapkepamu AUIL. VIX BbIsSBIEHHE ITOMOTaeT B JUATHOCTHKE, HO
HE SABIISIETCS] OKOHUYaTeNnbHbIM moaTBepikaeHueM. Cerogust MDA ocraercst ckpu-
HUHTOBBIM METOJIOM, KOTOPBIH IPOBOSAT Ha KOMMEPYECKHX TECTaX M JIMHUAX Kile-
ToKk HEp-2. [lng B3pOCHBIX PEeKOMEHIyeMOe HadajJbHOE pa3BeIeHHE CBIBOPOTKU
cocrasister 1 : 40—1 : 80 (Bbime npu ucnons3oBaHuu kiaetok HEp-2). ¥V nereit
pasBeneHue nomkHO ObiTh 1 : 10—1 : 20, T. k. ypoBens IgG no 10 jer Huxe, yeM
Y B3pPOCIBIX.

Y nanueHToB ¢ oueHb BbICOKHM YpoBHeM IgG pesynsratel MDA MoryT ObITh
JIOKHOOTPULATENIbHBIMU. B Takux ciydasix oOpasel] HyXHO I[OBTOPHO IpOTe-
CTHPOBAaTh, yBEIWYMBAs MOCIEAOBAaTeIbHBIE pa3BefeHMs. [I0CKOIbKY aHTHTENa
k SLA/LP ne BoisiBistorcss merogoM VDT, ux MOXKHO ONpeneNnuTh TOJIBKO € IO-
MOIIBI0 KOMMEPYECKH JOCTYIHBIX TBEpAO(Aa3HEIX TecToB. MccnenoBanne Ha aH-
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ti-SLA/LP cnenyer npoBoauth ogHoBpeMeHHO ¢ MDT-ckpuHUHroM 10 Havana
nedeHus. Iloutu y BceX MalUEHTOB ¢ 3TUM 3a00JIeBaHUEM OOHAPYKUBACTCS OTHO
WM HECKOJBbKO M3 3THX aytoaHTuten. Hambonee dacteie accornmamun — ANA
¢ SMA u antu-LKM-1 ¢ antu-LC-1. Ecnu ecTth cOOTBETCTBYIOIIMI KIMHUYE-
CKUil (DOH, 3TH PEAKTUBHOCTH MOATBEPKAAIOT HEOOXOAUMOCTh OMOIICHH TICYCHH,
T. K. BbicOKa BepositTHocTh AUT. Ecnu pe3ynbrarel oTpunarelibHble, HECMOTPS Ha
MIOI03PEHUS], CTOUT ITOBTOPUTH TECT B MEHBIINX pa3BeleHHIX. Bo3MoxHo, moTpe-
OyeTcs IONONHUTENIBLHOE UCCIEA0BaHUE HA PEAKHUE ayTOAHTUTENA, KEIATENbHO B
pedepenTHON nadopaTtopuy. ITO BaXKHO, T. K. YPOBEHb AyTOAHTUTET MOXKET Me-
HATBCS 110 MEpE Pa3BUTUA OONE3HU.

Jns nnarnoctukn AUL cyliecTByrOT CieUpHUECKUE TECThI BTOPOM JIMHUH.
OHM OIpeNeNsloT peakyio Ha PEeKOMOWHAHTHBIC LIEJIEBbIC aHTUTCHBI, BKIIOYAs
LKM-1 u LC-1. Metoast UDA ¢ ucnonszopanuem SMA VG (okpacka cocy0B U
noyeyHbIX Ki1y6oukoB) 1 VGT (okpacka cocy10B, KIIyOOUYKOB U MOYEYHBIX KaHAJb-
1eB) Taxke 3¢dexTuBHbl s BoisiBieHuss AUT. [t nanpHelneld Bepruduraium
cneurpuyHocTd SMA OCTYIHBI IOTIOJIHUTEIbHBIE TECThl BTOPOW JIMHUHU, TaKUE
Kak OIpeAeeHrne aHTUTEN K (MIIaMEHTO3HOMY aKTHHY M MUKPO(QHIaMeHTaM. DTH
TECTHI MOXHO IIPOBOAUTH KaK C HCIOJIB30BAHUEM PA3JIMUHBIX KIETOUHBIX CyOCcTpa-
TOB, TaK ¥ C IOMOIIBIO TBeproda3Hbix aHann30B. Ceponoruyeckue Mmapkepsl ANA
u SMA sBIsitoTCst HanboJiee pacrpocTpaHeHHbIMU, BCcTpeyasich y 60—70 % naruen-
TOB OTAEIBHO WK B KoMOnHanuu. Antutena Kk SLA/LP npucyrcrytor y 10-20 %
MaIeHTOB, HE3aBHCUMO OT BO3pacTa Havaja 3a0oieBaHus. B To jxe Bpems: aHTH-
tena kK LKM-1 u antu-LC-1 vame BcTpewaroTcs y AeTeid, COCTaBIss IPUMEPHO
40-50 % Bcex city4aeB B JETCKHX KOrOpPTax.

Meraananu3 nokasai, 4To ANA yMepeHHO YyBCTBUTEIBHBI M CIICHUPHYHBI
npu AUT. SMA Toxe yMEepeHHO UyBCTBUTENbHBI, HO 00J1aJal0T BBICOKOH CIIeU-
¢uunocThiO0. AHTH-SLA/LP MMEHOT HHM3KYI YyBCTBHTEJILHOCTb, HO BBICOKYIO
cneun¢uyHocTh. Eciiu y manueHTa HaxoosaT ABa WM Ooliee ayTOaHTUTEN, TOY-
HOCTb JMAarHOCTHKHM HOBBIIAaeTcs. OHAKO Ba)KHO TIOMHHTB, YTO TH aHTHUTENa HE
IIPE/ICKa3bIBAIOT MIPOTHO3 U UcX0J 3a0oneBanus. I103ToMy y B3pOCIBIX MOHHUTO-
PHHT THUTPOB aHTHUTEN HE PEKOMEHAYETCsI, HO y JeTeH W MOIPOCTKOB OH MOXKET
ObITh HONE3eH. JIabopaTopuu JOJIKHBL CTPOrO CleA0BaTh PyKOBOACTBY 10 Hajle-
amied npaktuke. OHHM 00s13aHBI COOOIIATH BpadyaM, Kakue aHaJIU3bl UCTIOIb3YIOT
Y KaKHe Yy HUX [TOPOTOBBIE 3HaUEHHsI. DTO MOMOXET BpayaM IPaBUIILHO HHTEPIIpe-
THPOBATh PE3YJIBTATHL.

B xiMHUuYecKo# MpakTHKE Y OGONbIIMHCTBA HanueHToB ¢ AWI HeT TOIbKo
peakunu pANCA. Ilostomy Tect Ha pANCA pekoMeHIyIOT AenaTh He MpH Mep-
BUYHOM CKPUHMHIE, a KOrja pe3yinbrarel TecToB Ha ANA, SMA u antu-SLA/LP
orpunareibHbie. AHTuTena k asyuenodednoi JJHK (antu-dsDNK) meromom
@A naxomar y 30 % nauuentos ¢ AUI u y 60 % naunuentos ¢ AWl /neppuu-
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HbeIM OunuapHbIM 1ppo3oM (I16X). TTosTromy Hanmuuue antuTen kak kK ANA, Tak
u Kk aHTu- dsSDNA He Bceraa o3HauaeT CHCTEMHYIO KPacHYIO BOYAHKY, €CITH HET
JIpyruX MpU3HaKoB Oosie3Hu. [Ipu coMHEHUsAX B quarHose 6osee creruduyeH rect
Ha aHTUTeNa K aHTH-dSDNA. C moMOIIBI0 OSTKOBBIX MHUKPOUYHIIOB HAIILTH JTOTON-
HUTENbHBIE ayTOAHTUTeHBl, XapakrepHsie st AUT. OgHako nx 3HaueHue ISt Ana-
THOCTUKH Y ITPOTHO32 TPpeOyeT MOATBEPIKIACHHS Ha OONBIINX TPYyNNax MalUeHTOB.
HenaBHee kpynmHOe MHOTOLIEHTPOBOE HCCIEIOBAaHUE OOHAPYKHIIO MOIUPEAKTHB-
HbIi IgG, KOTOpBIA MOKa3al TaKyr JK€ 4yBCTBHTEIBHOCTh, HO 0OJice BBICOKYIO
cnenupuaHOCTh A quarHoctukd AUTL o cpaBHennio ¢ SMA u ANA.

Ba)XHO OTMETHTb, YTO MOXOKUE PE3YNbTAThl ObLIH MOTYYCHBI PU MEPBUY-
Hoii ouenke naereii ¢ AUI. HemaBHee nccieqoBanme mokasano, 4T0 METa00I0MHas
CUTHATypa, OCHOBAHHAS Ha SICPHOM MarHUTHOM PE30HAHCE, OTIINYACTCS BRICOKOI
qyBCTBUTEIBEHOCTBIO U cIeMUPUIHOCTBIO (95 % 1 92 %, COOTBETCTBEHHO) ISl M-
arHoctuku AUT. DT TaHHBIE CBUACTENBCTBYIOT O TOM, 4TO pIgG 1 MeTabonoMuKa
MPECTAaBISIOT COO0H MHOTOOOCIIA0IIIE OHOMAPKEPhI, KOTOPBIE MOTYT YIIyUIINTh
JIMAarHOCTUKY MalMeHTOB ¢ mojo3peHueM Ha AUWI. OmHako A NOATBEPIKACHHS
uX 3PPEKTUBHOCTH HEOOXOANMBI IaIbHEHIIINE MEXKTyHAPOIHBIC HCCIICAOBAHNS.

M nontBepxxnenus auarnosa AUID tpeOyercsa Ouorcus nedeHu (cuiabHas
PEKOMEHIALNS, BEICOKUH YPOBEHb IOKa3aTeIbHOCTH). I MCTOIOTHYECKOE 3aKIII0-
YeHHe JOJDKHO CONEPIKaTh OLICHKY HEKPOBOCIAIHUTEIbHOW aKTUBHOCTH, CTaJUI0
(¢ubpo3a u kiaccuPUKaIMIO Pe3yJIbTaTOB KaK BEPOSTHOTO, BO3ZMOXKHOTO HIJTH MAJIO-
BepositHoro AUT (cuiibHasi peKOMEHAAIHS, BBICOKHI YPOBEHb J0Ka3aTEeIbHOCTH).

JlekapctBenHoe nopaxenue nedenu (JIIIII), cBs3aHHOE ¢ ayTOMMMYHHBIM
(CHOTHIIOM — HAaIWYMEeM ayTOAHTHUTEN, BBICOKMM ypoBHeM IgG Wi THCTOJO-
TMYECKUM TOATBEPXKICHUEM ayTOMMMYHHTETAa — CJEIyeT PacCMaTpHBaTh Kak
BeposaTHbli JITITI-AJIT" (AJII' — ayTOMMMYHHBIH JIeKapcTBEHHbIH rematut). Jns
nudpdepenunaru mexay JIII-AJIT u AUT BakHO y4UTHIBATh OTBET HA JICUCHHUE
u TeyeHue Oone3nu. Ecnu y manmeHTa HaCTYNWIO yITydLIEHHE MOCNe KOPOTKOro
Kypca DIIOKOKOPTUKOCTEPOUIOB (Ui O€3 HEro) v IMpu 3TOM HE OTMEYAIIUCh PELIU-
JIUBBI B IOJITOCPOYHOH MEPCIIEKTHBE, TO 3TO MOXeT yka3biBaTh Ha JITIII-AJIL, a He
Ha Kyaccuueckuit AUT.

Jleuenue u moHuTopuHr. Jleuenne AV 10MKHO CTPEMUTBCS K JOCTHIKE-
HUIO TMOJHOM PeMHUCCHH — OMOXMMHYECKOH, KIMHUYECKOW M THCTOIOTHYECKOM
(cuibHAsT peKOMEHIANUS, BBICOKUI YPOBEHB IOKA3aTEIbHOCTH).

Tepanus AUT" HeoOxoauMa 1Jisi CHIDKEHHUs 32001€Ba€MOCTH I CMEPTHOCTH,
VAy4IICHHS Ka9eCTBa )KU3HH (CUIIbHAS pEKOMEHIAIVSI, BHICOKUIA YPOBEHB JJOKa3a-
TENBHOCTH).

BceM manueHTaM ¢ aKTUBHBIM 3a00JIeBaHHEM, BKITIOYAs U MALUECHTOB C BbI-
paxkeHHbIM (GUOPO30M H/WIIM KOMIICHCHPOBAHHBIM LIUPPO3OM, PEKOMEHAYETCs
MMMYHOCYTIPECCHBHAs Tepamnusl (CUIbHas PEKOMEHIANNs, BBICOKUIA YPOBEHb J10-
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Ka3aTeNbHOCTH). DTO MOMOXKET TOCTHYb MOITHOH PEMHCCHH, MPEJOTBPAaTUTh IPO-
rpeccHpoBaHKe OOJIE3HH 0 TSPMUHAIBHON CTaJuu, CHI3HUTH pHCK pa3Butus ['TIK
1 n30eKaTh HeOOXOIMMOCTH TPAHCIUIAHTAIMH [IEYEHN.

AW Ge3 neyeHus UMeeT HeOnaronpuaATHbIM Nporuo3. B reuenue 30-72 me-
CALIEB CMEPTHOCTD focturaer 55 %. Jleuenne AUI y neteit mpoBogurTcs 1no tem
K€ IPUHIUIAM, YTO U Y B3pOocibIX (Tabm. 9).

Tabnuya 9
Jleuenue AUI" B neTckoii BO3pacTHOI rpynne
Tepanus JIC 1 10361 KomMmenTapuu
IlepBas | Ilpeonusonon: TmarenbHbIH KOHTPOJIb aHAIN30B KPOBH
JIMHUSA 1-2 Mr/kr/cyTKH; JUISL TPEIOTBPALLEHUS TOOOUHBIX d(dek-
Tepanuu | max — 60 Mr B CyTKH TOB, CBSI3aHHBIX C KOPTHUKOCTEPOHIAMH.
IMocTeneHHoe CHIDKEHHE 03Bl [0 MOAAEP-
JKHBAIOIIEH 2,5-5 MI/CyTKH.
OnbIT NpUMeHeHus OyJIeCOHna y AeTel
OrpaHHYCH
Azamuonpun: HaunHate uepe3 2 Heienu B paMKax
1 MI/Kr/CyTKH; MEIJICHHO yBENH- | TEPAIIUU NEPBOW MIIH BTOPO#l INHUHU IPH
YHBATh 10 MAKCUMAJIBHOM J03bl | HEAOCTATOUHOM OTBETE Ha MPEAHU30II0H.
2-2,5 MI/KT/CyTKH C OCTOPOKHOCTBIO IIPUMEHSTH Y HMALH-
€HTOB C JKEJTYXOH, IIOCKOJIBKY Ipernapar
OKa3bIBAET IeMNaTOTOKCHUECKOE JEHCTBHE.
YpoBeHb THOIIypUHMETHITPaHChepa-
3bI MO’KHO TIPOBEPUTH IIEPE Ha9aIoM
JICYCHMSI.
Meta6omuThl a3aTHONPHHA: COOTHOIICHHE
6-MMI1/6-TI'H MOXHO KOHTPOIHPOBATh
BO BpeMs JICUCHHS
Bropast | Mukoghenonama mogpemun Hcnonb3yercs B KauecTBE 3aMEHBI a3aTHO-
JIMHUS (MMF): nprHa npu jgedenun peppakreproro AUT.
teparmun | 5-10 Mr/kr 2 pasa B cyTKH, Oxxupnaemble M000UHbIE dQDEKThI: 48 %.
yBenruHTh 10 20 Mr/kr 2 pa3za B | MeTaOoiIHUThl HE H3MEPSIOTCS PEryJIsipHO.
cyTtku (max — 1000 mr aBa pasa | Tepatorennoe neiictBue
B CYTKH)
Tpersst | Takpomumyc (TAC): Penko ucnonb3yeTcs B Ka4ecTBE IMpemnapa-
JIMHUS HayaJIbHas 1038 — Ta BTOPOH JINHUMU.
teparun | 0,05 Mr/kr/cyTkn Oxxupnaemble M0009HbIE dQheKThI: 42 %.
(pa3nmenuTh Ha 2 pueMa). HedppoToKCHYHOCTD M PUCK Pa3BUTHS
LleneBast MUHUMaIbHAS KOH- nuabera
LEHTpALUs IOJDKHA COCTABIIATh
OKOJIO 5 HI/MII
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Oxonuanue mabn. 9

Tepanus JIC u 103b1 KomMmenTapuu
Iuxnocnopux: Onu30aMYecKoe MPUMEHEHHE B KaueCTBE
HavaJIbHas 1032 — HMHIYKIIMOHHOH TeparuH.

4 mr/kr/cyTku (B 2 mpuema). Osxupnaemble nobounsle d3pdexTsr: 78 %.
LleneBast MUHMMaJIbHAS KOH- Kocmerngeckne mo6ounsie 3G (eKTs! 1
uenrparust — 200-250 Hr/mi, HEQPOTOKCHYHOCTD

CIIeyeT CHIDKATD I10CJIe HACTY-

TUICHUS] PEMUCCUH

OnHako Ba)XKHO UHIMBUAYAIbHO CHIXATh J103y NPEAHU30JIOHA IO MOAJEP-
XKHUBaroLe — 2,5—5 Mr B CyTKU. DTO TIO3BOJISIET HM30eKaTh MOOOYHBIX dPPEKTOB
KOPTHKOCTEPOUI0B, BKJIIOUAs 3aMEAJIEHUE POCTa (CUIbHAS PEKOMEHALMS, BBICO-
KU ypOBEHb JI0KA3aTEINbHOCTH).

Jns neteil Maaaero Bo3pacTa Wil ¢ 3aep:KKOH pa3BUTHS JIyUllle UCIOJb-
30Barh JHUCHEPrHPYyEMbIe TaONETKH M CHUPOIIBI, YTO IMOMOXET W30ekarh OIHO0K
IIpU JO3UPOBKE (CHIIbHAS PEKOMEHAIMS, BBICOKHI YPOBEHb JOKA3aTEIbHOCTH).

IIpenapatsl BTOpoii 1 TpeThel uHUH, BKIoyas MM® (mukodenonara mo-
¢deTun) 1 MHruOUTOPHI KAJIBLMHEBPHHA, HA3HAYAIOT B CIIOXKHBIX CIIydasx, KOraa
Ipyrue METOIBI JICUSHUsI He AAl0T pe3ynbTaTa. BakHO BHUMATENBHO CICONUTH 3
no6o4yHbIMU 3ddexramu, ocobeHHO 3a TepaTtoreHHocThi0o MM® (cuibHas peko-
MEHJaLusl, BBICOKUH YPOBEHb OKA3aTeIbHOCTH).

MM® — 5T0 NpeAnoYTUTENBHBIN Npenapar Ajsd TEpalnud BTOPOW WM Tpe-
TheH JIMHHUHM, TOCIE KOTOPOro Ha3HAa4aeTCs MHIMOWTOP KaIbIMHEBpHHA. B mByX
UCCIIEIOBAHUSAX PE3YNbTaThl ObLIM CXOXHU IPU UCIOIb30BAHUM LUKIOCIIOPHHA WU
takponumyca (TAC). OnHako B €MUHCTBEHHOM PaHIOMHU3MPOBAHHOM HCCIIEIOBA-
HUU MALUEHTHl Ha LUKJIOCIOPUHE JOCTUIIM PEMUCCHU MO3XKE, YeM T€, KTO HOIIy-
yaJ crangaptHoe jedenue. [luxnocnopun taxoke npumensum y 15 nereit ¢ LKM-1-
n/unu LC-1-acconuupoBanubiM AWT. Y 8 13 HUX Ipenapar UCIOIb30BaJId KAK OCHOB-
HOE JIeYeHHE ¢ ycTOWIMBEIM oTBeTOM. Y neteit LKM-1- u LC-1-acconumnpoBanHbIit
AUT BcTpedaetcs yallle, 4eM y B3pociblX, cocTaBisit 10 % cinydaes. 3aboneBanue
IposiBIIsIeTCsl B 00Jiee MOJIOZOM BO3pPAcTe M Hallle COIPOBOXKIAETCS OCTPOH HodYed-
HOI HeIOCTaTOYHOCTBIO. IIpy MOCTaHOBKE AMArHO3a y JETel PpeKOMEHIyeTcs Mpo-
BepsITh Hanmmuue xonanruonaruu. Ecom auarnoctupoBan AUID wmm [1CX, x cxeme
JIe4eHUs 100aBIIAIOT YPCOAE30KCUXOIEBYIO KUCIOTY. Kak U y B3poCbIX, BasKHO IIPO-
BEPATH HATMYKE Ay TOMMMYHHBIX 3a00JI€BaHUH IIUTOBUIHOMN KENEe3bl U LETHAKHH.

Jlety, DpUHUMAIOUE UMMYHOCYIIPECCUBHBIE IIPENApaThl, IOJBEPKEHBI I10-
BBIIIEHHOMY PUCKY MH(EKLHUH, KOTOpPble MOXKHO NMPEAOTBPATUTh BaKIMHALIUCH.
OpHaKko UX UMMYHHBIA OTBET Ha JKMBBIE 1 MHAKTUBUPOBAHHBIE BAKIIMHBI MOXKET
ObITh ciabee. [TosToMy mepen HadaloM JIEUEHHS NETH, HE MPOLICALINE Haluo-
HaJIbHYIO IIPOrpaMMy UMMYHHU3ALUY, JOJDKHBI IOIYyYUTh BCE HEOOXOAUMBIE NIPU-
BUBKH, €CIIH Y HUX HET OCTPOH IMOYEHHON HEAOCTATOUHOCTH.
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Ecnu BakimHamnus npoTus renaTutoB A u B He BKIItOUEHA B HAaIMOHAJIbHBIN
IIJIaH, ee HeoO0X0MO MpoBecTH. JKHUBYIO BaKLIMHY CIIEyeT HCIIOIb30BaTh C OCTO-
PO’KHOCTBIO, NPEIBAPUTEIBHO OOCYIUB 3TO C MEIULIMHCKUMH CHEIHAIHCTaMU
(cunbHasE peKOMEHJalKsl, BBICOKUH YPOBEHb JOKA3aTelIbHOCTH).

EBpomneiickoe areHTCTBO 1O JIEKAPCTBEHHBIM CPEICTBAM OJOOPHIIO U BBIIY-
CTHJIO Ha PBIHOK CIIEIHAJIbHBIE (JOPMBI IPEAHNU30JIOHA U a3aTHONPUHA JUIs JeTeil.
Hecmortps Ha To, uto nedenue aereit ¢ AUT 0ObuHO 3P PEeKTUBHO, BaXKHO Y4H-
THIBaTh MOOOYHBIE 3PQEKTHl JIUTEIHHOTO NPUMEHEHNUS KOPTHKOCTEPOHIOB, Ta-
KHe Kak 33JepXKKa pOCTa, U PUCKH, CBSI3aHHBIE C MCIIONb30BaHIEM A3aTHOIPHHA,
BKJIIOYAs 3JI0Ka4yeCTBEHHbIE HOBOOOpa3oBaHus. [loaToMy sieyeHHe JOHKHO OBITh
aIalITHPOBAaHO K KOHKPETHBIM YCJIOBHSM KaXkIoro marueHta. B EBpome Tombko
58 % ueHTpOoB, 3aHUMAlOIUXCA JedeHreM Jereil ¢ AWI, peryinspHO NpoBOAAT
(eHOTUIMPOBAaHNE THOMYPUHMETHITpaHC(Epas3pl IMepex HayalloM HMPUMEHEHUS
a3aTHOIPHHA.

W3mepenne MeTabOIUTOB a3aTHONIPHHA B PyTHHHON MIPAKTHKE UCTIONb3YeTCs
B 54 % cnyuaeB. OcTanbHble HEHTPBI IPUMEHSIOT 3TOT METOJI TOJIBKO IIPU HEYJ0B-
JIETBOPUTEIHHOM OTBETE Ha JICUCHHUE, TOJO3PEHUH Ha HECOOIIONCHUE PEKIMA NN
BO3MOXHBIX TTOO0YHBIX d(dexrax. KoHIeHTpanus THOMYypHHMETHITpaHCchepasbl
HE 3aBHCHUT OT JI03BI M Beca, a Takke He KopperupyeT ¢ ypoBHsMu AnAT wumu
AcAT. Ognaxo ObUIO MPEIUIOKEHO, YTO COOTHOIIEHHE THOIYpPHUHMETHITpaHche-
pa3sl Kk MMII Menee 4 MOXXET ONTUMHU3HPOBATH YACTOTY PEMHUCCHI MPHU UCTIONb-
30BaHUM ajIonypuHona. TuonypuametuinTpancepasa Bcrpausaercs B JJHK neii-
xouutoB B Bume JHK-TT. UccnemnoBanus mokazanu, uyto JHK-TT MoxeT ObITh
OoJiee TOUHBIM IOKa3areseM Uit MOHUTOpHHra JieueHust npu AUL. Tlo onenkawm,
ot 7 no 15 % nereit npuanMaiot 1160 MM®, 1160 HHTHOUTOPHI KaJIBLMHEBPHHA.

[lennarpam BaxxHO MH(GOPMHUPOBATH JEBOUYEK IIyOEpPTATHOTO BO3PACTa O BO3-
MOXHBIX TeparoreHHbIX 3Qpexrax MM, BkiItouast pUCK BPOXKICHHBIX Je(EKTOB
(24 %) 1 caMmOnPOU3BOJILHBIX a0OPTOB.

Penmauser AUT" BcTpeuaroTcst 4acTo, ¥ X MOBTOPSIEMOCTH CBS3aHA C Xy/AIIH-
MU UCX01aMU. XOTsI HEKOTOPBIE AETH MOT'YT IIepepacTi He0OOXOIMMOCTh B JICHEHUU
C BO3PAcTOM, Ba)KHO M3YyUYHTh BOIPOC O HEAOCTATOYHOW IPHBEPKEHHOCTU Tepa-
UM, 0COOEHHO CPeiu MOAPOCTKOB, IJIE 3TO HAOI0AaeTCs Yallle.

Ecnu B Havasie JieueHHst KOPTHKOCTEPOUIBI He Aat0T 3ddeKTa, a MeTaboIUThI
B KPOBU HE ONPEAEISAIOTCS MIIM HAaXOAATCS HA HU3KOM YPOBHE, 3TO MOXKET BbI3BATh
nozo3peHus. B Takux ciyyasx He0OXOAUMO IIPOBECTH AOTIOIHUTENBHOE HCCIIeN0-
BaHHUE NCUXUYECKOTO 3710POBbs U COLUANBHBIX (PaKTOPOB, KOTOPHIE MOTYT BIHATh
Ha NPUBEP>KEHHOCTD JICYCHHUIO.

Buonoruueckoe neuenue nerckoro AUIT — manonsydennas tema. C MOMeH-
Ta MyOJIMKAIMKU TIEPBOTO Cityyas jedeHus: uHpmkcruMabom B 2013 . eIMHCTBEHHOM
3Ha4UMOH paboToli cTana cepust u3 11 ciayuaes, e HHQIUKCMMAO UCTIONB30BAIY UL
JICYCHHS TSHKEJIOTO BOCTIAIMTENBHOTOo 3a00eBanus kuiieunrka (B3K) y nmannenTos
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¢ AU, TICX u B3K. MccnenoBanue mokasajo, 4To JiedeHne 0e30macHo is rmede-
HU. PUTyKcrMad npuMeHsIH B IBYX KIIMHUYECKHUX UCIIBITAHUSX C Y4aCTHEM BOCBMU
MIALMEHTOB, U Pe3yNbTaThl O MHOroobemaronmmu. [Ipumepno y 10 % nereit ¢
ayTOMMMYHHBIMH 3200JIEBaHUSIMU [IEYEHH COCTOSHUE YXYIIIaeTcs, 1 UM TpeOyercs
TpaHCIUIaHTanus. B GombIIMHCTBE CiTydaeB oneparyst MPOXOAUT YCIICIIHO.

Bapuant AWUI ¢ IICX uacto Bcrpeuaercs B neauarpuu. o 20 % Bcex
CllyyaeB ayTOMMMYHHBIX 3a00JIEBaHUH NEYCHU 3aTPAarvBalOT MEJKHE WU KpyTl-
Hbl€ IIPOTOKU. DTOT BapHaHT 00buHO cBsizaH ¢ ANA u SMA. Komnonent IICX
MOXeET OBbITh JTMAarHOCTUPOBAaH ONHOBpeMeHHO ¢ AU uiaM NOSBUTBCS TMO3KE.
Pacnpocrpanennocts B3K Bbime, uem AWUI. O6mas 3¢(heKTUBHOCTD JIeueHUs
Xy)ke, YeM y TaIMeHToB ¢ Tonbko AW, u penuaus mocie TpaHCIIAaHTAINH T1e9e-
HU BBI3bIBAaET OECIIOKOICTBO.

OHnpockonuueckoe uccienoBanue BepxHux ornenoB JXXKT st BeisiBineHus
BapUKO3HO PACIIUPEHHBIX BEH, TPEOYIOIIMX JICUEHHUs, PEKOMEHYeTCs IMalleH-
TaM ¢ nuppo3oM, Bei3BaHHBIM AWI, u ypoBHeM snactuuHoctu neueHu (LSM)
> 20 xITa win konmuecTBOM TPoMOOIUTOB < 150 x 10°/MKII (CHIIBHAST pEKOMEH 1a-
L¥sI, BBICOKHH YPOBEHb JOKa3aTeIbHOCTH).

ITanmenrtam ¢ 6onee Hu3kuM LSM, HO KOCBEHHBIMH NPU3HAKAMU ITOPTAIBHON
THIEPTEH3UN (CIUIEHOMETaNNs, YBEINUCHHBIH AUaMeTp BOPOTHOW BEHBI, KoJulare-
paJIbHbIE BEHbI), TAKXKE CISIYEeT MPOUTH SHIOCKOIIMYECKOE HCCIIEI0BAaHUE BEPXHUX
otaeno XXKT (cuibHast pekoMeHanus, BBICOKUI YPOBEHb JI0Ka3aTeIbHOCTH).

Xots yacrora I'TIK Hike y manmentos ¢ AU -acconumpoBaHHBIM UPPO30M
[I0 CPAaBHEHUIO C IPYTHMMH THIAMHU IUPPO3a, UM BCE PABHO HEOOXOOMMO KaXIble
hiecTh MecsleB npoxoauth Y3U meueHu, a Takke cAaBaTh aHaiIM3 Ha anbga-de-
TOIIPOTEHH AJISI CBOEBPEMEHHOTO BBISBICHNUS paka (CHIbHAS PEKOMEHIalusI, BEICO-
KHI YPOBEHb JI0KA3aTeIbHOCTH).

Jleuenme I'IIK mpu AU cnexyet mpoBOAUTH B COOTBETCTBUHU C PEKOMEH1a-
usvu it THK (cunibHast pexkoMeH s, BBICOKUH YPOBEHb JOKa3aTeIbHOCTH).

HNMmmyHoTepanuio MoxHO o0cynuth i nauueHToB ¢ 'K, ecnu ux 3a6o-
JIEBAHUE XOPOIIO KOHTPOJHMpYeTcs (CHiIbHAs pEeKOMEHJalus, BHICOKUI ypOBEHb
JIOKa3aTeIbHOCTH).

TPAHYJIEMATO3HBIM I'EITATUT

I'paHyseMbl B IEYCHU MOTYT BO3HUKATh MPH Pa3INYHBIX 3a00JIeBaHusIX. X
0oOHapy»XEHHUE MOXET OBbITh MEPBBIM CHTHAJIOM CHCTEMHOTO 3a0osieBaHus. XOTs
caM{ TPaHyJIeMbl PEAKO MOBPEKIAIOT MEYCHb, BaKHO BBIIBUTH OCHOBHYIO 0O-
JIe3Hb, T. K. OHa MOYKET BIMATH Ha [IPOTHO3 U JiedeHHUe. TInaTenbHbIi aHaIn3 COImyT-
CTBYIOLIMX CUMIITOMOB M OCOOCHHOCTEH rpaHyjaeM OOBIYHO MOMOTaeT MOCTABHTh
TOYHBIH JMarHo3.
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I'panynema — 3T0 OrpaHHYEHHOE BOCTIANIEHHE B TKaHAX opranu3ma. OHa co-
CTOUT M3 IEHTPAILHOTO CKOIUICHHS MOHOHYKJICAPHBIX KJIETOK, IPEHMYIIECTBEH-
HO Makpo(haroB, OKpyXeHHbIX TuMdoruramu U (pudpodiacramu. [TopakeHHbIE
YYaCTKH OTIIMYAIOTCS OT 3[0POBBIX TKaHEH.

Ha panHuX cTaausax rpaHyleMaTO3HbIe HOPAKEHNS IPOSBIISIOTCS B BUJE CKO-
IUICHUH TUCTUOLMTOB HJIH JTUM(OIHUTOB. ITH 00pa30BaHUs BOHUKAIOT P aKTH-
Balli¥ MOHOHYKJIEAPHBIX KJIETOK Pa3IMYHBIMU LUTOKMHaMU. Makpodaru, momy-
YHB CHUTHAJ, TPAaHC(OPMUPYIOTCS B SIUTEIHONIHEIC KIETKH ¢ OOMIBHOM OIexHOM
uTorua3mMoi. MlHorna cocennue Makpodaru CiIuBaroTces, 00pa3yst MHOTOSIACpHBIE
THTaHTCKHE KJIETKH. Eciii B rpaHyneMe NpUCYTCTBYIOT S03MHO(DIIIBI, 3TO MOXET
YKa3bIBaTh Ha JICKAPCTBECHHYIO PEAKIMIO WM Mapa3uTapHyro HHpeknuio. Knetkn
BHYTPH TpaHyJIeMbI IIPOM3BOAAT pasHble Oenku. HamprumMep, npu capkouo3e 3Mu-
TEMMONIHBIE KICTKH BBLACISAIOT JIM30IMM, KOJITareHa3y M aHTHOTEeH3UHIIpeBpania-
romui hepmeHT. IToBEIIIEHHOE cofepxKaHue 3TOro (PepMeHTa B KPOBU XapaKTePHO
JUISL aKTHBHOTO CapKOMJI03a.

I'ucronormdeckue 0COOCHHOCTH TPAHYNIEM U HX PACIIONOKCHUE MOMOTA0T
YTOYHUTB ANArHO3. B Iie4eHN BRIACIAIOT YeThIPE BUIA TPAHYIICM:

— HEKa3eO03HbIE IPaHyJIeMBbl, KaK P CapKOUJI03¢;

— Ka3eo3HbIe TPaHyJIeMbl C HEKPO30M B IIEHTpE, HAlpHUMep, Npu TyOepKy-
nese;

— (uOpPHHOBOE KOMBLIO — 3TO CTPYKTYpPa, TAE MUTETHOUAHBIE KIETKU OKpY-
HKAIOT JIUIUIHYIO BaKyOJIb, YACTO OKPYXEHHYI0 (puoOprHOM. ITaTonmoruu, cBsI3aHHBIE
¢ rpaHyliemMamu (UOPHMHOBOTO KOJIbIIA, BKIOYAOT JuMpomy Xomkkuna, [[MB-
HH(EKIMIO, JIEHIMaHNo03, I’A, TOKCOIUTa3M03, THTaHTOKJICTOYHBII apTEePHUT, JIHXO-
panky bytonnesa, nuxopaaky Q, a Takxke nmoOouHble SPPEKThI ATUTOMYPHUHOINA;

— JIMMOrpaHyJIeMbl, KOTOPBIE COIEPIKAT LICHTPATBHYIO JINTIHIAHYIO BaKyOJb U
4acTO BCTPEYAIOTCS y MALMEHTOB, YIOTPEOIAIOMIX MUHEPAIbHOE MAaCIO.

I'paHyneMsl MOTYT BOSHHUKATh B JII000I 9acTu nedeHn. Ho mpu HEKOTOpBIX
3a00JIeBaHUSIX OHH Yallle BCETO MOSBIIIOTCS B ONPEeNICHHBIX MecTax. Hanpumep,
IIPU CapKOUI03€ TPAHyJIEMbI OOBIYHO 00PAa3yIOTCsl BOKPYT NMOPTAIbHBIX BEH WU B
HETIOCPEICTBEHHOH OJIN30CTH OT HUX. A NIPH IEPBUYHOM OMIIMAapHOM IIUPPO3€ OHU
Yalle BCEro HOSBISIOTCS IMEHHO B IIOPTAIEHOH 30HE.

Kninnnyeckne mnposiBjaeHusi M JuarHocruka. CHMIOTOMBI TpaHyleMa-
TO3HOTO MOPAKCHHS IIEUCHH 3aBUCAT OT HMPUYMHBI U ee TshkecTH. JImxopamka —
caMbIil 4acThIil MPU3HAK, 0COOCHHO MpH TyOepKyse3e, CapKoU03€ U HHPEKIHSIX.
TNamueHTs! Takke JKaIyIOTCs Ha HOYHYIO HOTIMBOCTh U CHIDKCHHE Beca. MoxeT
ObITh yBenMUeHHE NedeHH. [lopTanpHas TUIEPTEH3US BCTPEYAETCS TOIBKO IPH
capKouj03¢, IIEPBIYHOM OMIIMapHOM UPPO3e U IIHCTOCOMO3e. Y MHOTHX IalH-
€HTOB 3a00JeBaHHEe HAYMHAETCS ¢ HE3HAYUTEIHHOTO IMOBBHINICHHUS YPOBHS aMH-
HoTpaHcdepas u/unu menoynoit ¢pocdaraspl B kpoBu. OfHAKO MHOIZA YPOBEHb
menoyHoi ocdaraspl ocTaeTcss HOPMAIBHBIM. Y IPYTHX K€ TPOSIBICHUS CBSI3a-
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HBI C OCHOBHBIM CUCTEMHBIM 3a00J1eBaHHEM. [|JIsl TOCTAaHOBKH TMAarHO3a IPOBOAST
6MOIICHUIO IEYEHH U CIeLU(PUIECKUE TECTH HA OCHOBHbIE 3a00J1€BaHNUL.

I'panynemsbl B me4eHH MOTYT OBITH CBSI3aHBI C PA3IMYHBIMU 3a00I€BaHUSIMH,
KOTOpBIE 3aBUCAT OT reorpaduu u ocodbenHoctell nomyasauuu. Muorna onu o6Ha-
PYKHMBAIOTCS CITy4aiiHO pHU OMOIICHU MIEUSHH, HEe UMetolel matonoruii. [loatomy
€IMHUYHAs rpaHyeMa (WK Jaxe JBe Ha O0NbIIoM 00paslie) He Bceraa yKasblBaeT
Ha cepbe3Hoe 3a00eBanue MeueHu. JJaxxe y manueHToB ¢ H3BECTHBIMU OOJIe3HS-
MU I[eYEeHU, TaKUMU Kak I'B, rpanynemsl MOryT ObITb ClydaiiHON HaXOAKOH, HE
BIMSIONICH Ha KIIMHUYECKUE MTPOSBIeHNS nin Jiedenue. Madeknun, cBa3aHHbIE C
IpaHy/IeMaTO3HbIM BOCIAJICHUEM B [IEUEHU, ACNAT Ha CIEAYIOLIMeE:

— OakTepuanbHble — TyOepKysie3, MUKOOaKTepHAITbHBIN TYOSPKYJIC3HBIH KOM-
mwieke (MAK), 6pyueries, 1enpoMaTros3Has IpoKasa, IUCTEPUO3, METUOUI03, Tysd-
peMHS, HEPCUHNO03, ICUTOKOKKO3, 00Ie3Hb Yuruia, 601e3Hb KOIIaubeil IapayHebl;

— BupycHsie — [IMB, BOB, renarut A, B u C;

— TpUOKOBBIE — TUCTOILIA3MO3, KOKIIMJHOMHUKO3, KPUIITOKOKKO3, HOKapAHU-
03, KaHJ103;

— TapasuTapHble — TOKCOIIa3Mo3, IIMCTOMAaTo3, visceral larva migrans,
BUCIIEPAJIbHBIN JIEHIIIMAHHUO3;

— PHMKKETCHO3BI — JImxopazaka Q, OyTOHHE3CKas IMXOpaIKa;

— CIIUPOXETO3bl — BTOPUUHBII cudunuc.

B CIIIA game Bcero BCTpedaroTCs TpaHyJIEMBI TIEUEHH H3-32 CapKOMI03a,
TyOepKynesa, IepBUYHOr0 OUIMAPHOrO LMPPO3a U MOOOUHBIX PEaKIU Ha JIeKap-
ctBa. Ha a1 npuunHel npuxoaurcs okono 50—-75 % cinyuaes. B ocranbHbIX cuTy-
anusaX HY’»KHO Y4YMTBIBaTh crienduueckue ycinosus. Hampumep, y amepukaHCKUX
conpart, BepHyBIuxcs u3 Mpaxa nocne «bypu B mycTbIHE», 00HAPYKUIH TPaHy-
JeMbl edeHu. JTo ObLIO cBA3aHO ¢ Leishmania tropica — napa3utoM, KOTOpPbIH
OOBIYHO BBI3BIBAET KOXKHBIE 3a00IEBAHUSL.

IIpyuKrHBI NEYEHOYHBIX IPAHYIEM MOXHO Pa3[eNIUTh TAK)KE Ha HECKOJIBKO
KaTeropuit:

— CUCTeMHble UHEKIUY;

— 3JI0KauYeCTBEHHBIE OITyXOJIH;

— JIEKapCTBEHHBIE Ipernaparsl;

— ayTOMMMYHHBbIE 3a00J1€BaHNs,;

— WJIMOTIATUYECKHE CIIy4YaH.

Cucremusble nHpexnuu. Campie 4acTble TPUYNHBI TPAHYJIEMATO3HBIX 3a-
6oneBanuii neyenu, Hanpumep, B CIIIA — TyOepkyne3, MHGEKINY, CBA3aHHBIE C
BUWY (nanpumep, komruiekc Mycobacterium avium (MAC), KpUIITOKOKKO3), & TaK-
e rpuOKoBble OOJIE3HU, TAKUE KAaK JUCCEMUHUPOBAHHBIM I'MCTOILIA3MO3 U KOKIIU-
oM I03. B Apyrux crpaHax pacipocTpaHeHBl MIMCTOCOMO3, IPOKasa, Opylerues
u nuxopajka Q.
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Tybepxyne3 4acTo mopakaeT nedeHs. [ledeHOuHbIe TPaHylIeMbl BCTPEYAIOT-
csy 90 % mroneil ¢ MunuapHeIM TyOepkynezoM, Y 70 % — c BHENEro4HbIM U
y 25 % — ¢ nerounsiMu HHGEKIISIMU. CHUMIITOMBI TyOepKyJie3a MOTYT OBITh pa3-
HBIMH, HO YaIlle BCErO 3TO JHMXOPaJKa, HOYHAS MOTIMBOCTh, YCTAIOCTh, MOTEPS
ammeTuTa U Beca. YpoBeHb aMHHOTpaHcdepas B KPOBH MOXKET OBITH CJerka IHo-
BBIIIICH, a XKENTyXa HaOIromaeTcs peako. [ panyneMbl 0OBIYHO MOSBISIOTCS B OP-
TaJILHBIX 30HAX MEYCHU M MOTYT COZEpIKaTh Ka3eo3 WM He CoiepkaTh. B HekoTo-
PBIX CIy4asX MOXKHO OOHAPYKUTh KHCIOTOYCTOWYHNBBIC OAKTEPUH.

[ManuenTs ¢ BUY ys3BUMBI K pa3inu4HbIM 3a00J1€BaHUSIM, BKIIOUAs TeNaro-
LEeJUTIONSIPHBIE TpaHylieMbl. H(EKIMOHHBIC TPHYMHBI BKIFOYAI0T MUKOOAKTEPHU
(takue kak M. tuberculosis 1 MAC), Cryptococcus neoformans, [[MB, rucromnas-
MO3 U TOKCOIUIa3M03. HekoTopble jekapcTBa JUis JIeUeHHs ATUX MHPEKIUH caMu
MOTYT BBI3BIBAaTh IpaHyiIeMbl. [IpuMepsl TakuX MpenapaTtoB — CylbhaHuIaMHUIbI
Y U30HHUA3UL.

I'pubrosvie 3abonesanus neweny. Hanbonee 4acTo BCTPEYalOTCs THCTOILIA3-
MO3, KOKLIIUJIMOMJIOMUKO3, KPUIITOKOKKO3, KaHJ1/103 U OJIaCTOMHKO3. Y HallUeHTOB
U3 SHIEMHUYHBIX PETHOHOB, 0COOEHHO C 0CJIA0JIEHHBIM UMMYHHUTETOM, Ba)KHO HC-
KIIFOUUTH TUCTOIJIA3MO3 M KOKIIUANOUOMHKO3. [ MCTOMIIa3M03 Halle BcTpedaercs
B FOXKHBIX U IIeHTpaibHbIX mTarax CIIA, a KOKIuANOUJOMHKO3 — Ha F0ro-3anaje
CTpaHBIL

Ky-nuxopaoka — 310 nHGEKIMOHHOE 3a00JIeBaHKe, BhI3bIBAEMOE OaKTepHUEi
Coxiella burnetii. 9TOT MUKPOOPIraHU3M MOPaXKaeT KOPOB, KO3 U OBELl. 3apakeHue
MPOUCXOINT Yepe3 AbIXaTeIbHbIC Iy TH, MHIIEBAPUTENbHBII TPAKT WK YKYCHI KiIe-
mieil. bonesHp nposBisercs BOCHaJIeHHEM JIETKHX, COIPOBOX/IAETCS TOJOBHBIMU
0O0JISIMH, BBICOKOH TeMITEpaTypOil U MBILIEYHOI O0bto. J[is me4eHoYHoi rpaHy-
JIEMbl XapakTepPHO KOJIBIO (HOPOMIHOTO HEKPO3a, OKPY)KEHHOE JIMMQOUUTAMHU
U ructronuTaMy. OJHAKO 3TO KOJBLO HE SBISETCS CHEUU(PUISCKUM MPU3HAKOM
Ky-nuxopaaku. AHaJOTUYHBIC TOPAXKEHHS MOTYT BO3HUKATh MPH APYTUX 3a001e-
BaHMAX, TakuxX Kak ['A, mumpoma XomxkkuHa. Taxke momoOHbIe U3MECHEHHS Ha-
OJFOAIOTCS Y MAIMEHTOB, MPUHUMAIOIIHUX aJIOMYPUHOIL.

bpyyennes, Taxxke N3BECTHBIN Kak BOJIHOOOpa3Hasi, CPEAN3EMHOMOpPCKAs HIIH
MAaJbTHACKAs! IMXOPaJKa, — ITO 300HO3HAS HH(EKIHs, YACTO BHI3BIBAIOLIAS JTHXO-
PaaKy HEM3BECTHOTO MPOMCXOXKIACHUS. 3apasUThCS MOKHO NPU KOHTAKTE C KPYyII-
HBIM POraThIM CKOTOM, KO3aMH WJIM CBUHBSIMU. YTIOTpEOICHHE HeMacTePH30BaHHBIX
MOJIOYHBIX IPOIYKTOB TOXE MOXKET MPHUBECTH K MHOHULIHMPOBaHHIO. [ToMuMO JHXO0-
panku, 3a001eBaHNE COIPOBOXKIAETCS TTOTIIMBOCTHIO, HEJIOMOT'aHHEM, TIOTepel ari-
IIETHUTA, yCTATOCThIO, CHIDKEHHEM Beca U Aenpeccueil. CHMITOMBI MOTYT MOSIBUTHCS
BHE3AITHO WJIH Pa3BUBATHCS MOCTEIIEHHO, B TCUCHUE HECKOIBKUX THEH WK HEeNeb.
OHU MOTYT JUTUTBCS MECSLAMH, Yepeaysch C MePHOAaMH OTHOCHUTENBHOTO YIyd-
LIEHUSI COCTOSIHMSA, YTO U Jajio OOJIe3HH HA3BaHUE «BOJHOOOpa3Has» JIMXOPajKa.
[TaupeHTH 9acTo >KalyloTCsl HA MHOXKECTBO CHMIITOMOB, HE COIPOBOKIAIOIIMXCS
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SIBHBIMU TIPU3HAKaM# OOJIE3HU, KpOME IMOBBIIIEHHOH Temmeparypsl. Ecim ¢usu-
YeCKUe IPOSBICHHUS €CTh, TO OOBIYHO 3TO HEOOJNIBIIOE YBEIUYCHUE JTUM(QOY3I0B
1 MHOTZA YBENHMYEHHE TIEUCHH U CeJIe3eHKH. bpylernne3 MoxeT 3aTpoHyTh Ipak-
THUYECKH JII000H OpraH, BbI3bIBas crelU(HYECKHE CUMIITOMBI B 3aBUCHMOCTH OT
nokanu3anuu uHpekunu. Yetsipe Buaa Opyuenn — Brucella melitensis, Brucella
abortus, Brucella suis 1 Brucella canis — ormacHsI aj1s 4eioBeka. OcCOOCHHO 4acTo
[IEYEHOYHBIE TPaHyJIEMbl BCTPEUaloTCs y MaleHToB, HHGUIMpoBaHHBIX B. abortus
u B. melitensis. bpynesie3 HyXHO 3ar10103pUTh y TAUEHTOB C HEOOBSICHUMOM JJIH-
TEJILHO COXPAHSIOIICHCS JTMXOpaIKoi M Hecnenu(pruuecKUMH CUMITOMaMU. TUTp
arNIIOTUHUHOB B CHIBOPOTKE KpoBH > 1 : 320 yka3biBaeT Ha uHpexuuto. Y Takux
MALIEHTOB BAKHO BBISICHUTH, MOTVIN JI OHW KOHTAKTUPOBATh C TKAHAMH )KUBOTHBIX
WM yHOTPEONIATh HENacTEPU30BaHHOE MOJIOKO U CBIP.

310kauecTBeHHBbIE HOBOOOpa3oBanus. Jlumdoma XomKKUHA U, B MEHBIIICH
CTeINeHH, HEXOJDKKHHCKas TUM(OMa, a TaK)Ke MOYEYHO-KIICTOUHBIN paK MOTYT BbI-
3bIBaTh MIEUEHOYHBIC TPAHYNIEMbl. DTH MOPAKEHUsI OTIMYAIOTCS OT JIMM(OMAaTo3-
HBIX y4YaCTKOB M HE CBsi3aHbl ¢ MH(peKuusMu. Hanuuue rpaHyineM He BIHSET Ha
oTpeAeeHne CTaauy TUMPOMBI XOMKKHIHA.

JlexkapcTBeHHbIe Mpenaparbl. MHOTHe penaparsl BbI3bIBAIOT 1€4EHOYHBIE
TPaHyJIeMbl, CPeIy HUX AJUIOIYPHHON, CyAb(aHMIaMHUIbI, XJIOPIPOIAMUI U XH-
HUJIVH.

AyTtoumMMyHHbIe 3a0o1eBanus. Cpean maToyioTuid, BEPOSTHO BBI3BAHHBIX
ayTOMMMYHHBIMHU IIPOLIECCaMU, CApKOMI03 U ITEPBUYHBIN OMIIMapHBIN LIUPPO3 Ya-
CTO CBSI3aHBI C TPaHyIEeMaMH MeUYeHU. DTH 00pa30BaHUs TAK)Ke MOTYT BCTPEUATh-
Csl IPU TPaHyJIeMaTo3€e C IMOJUAHIMUTOM (paHbLIE €r0 Ha3bIBAJIU I'PAHYIEMaTo30M
Berenepa) u peBMaTuuecKoi MOJIMMHUAITHH.

Capxoudo3 — 3T0 CUCTEMHOE I'paHylleMaTO3HO€e 3a00J1eBaHKeE, IPUUMHBI KO-
TOPOTO 10 CHX IOp Hen3BeCTHBI. OHO XapakTepu3yeTcsi 00pa30BaHHEM SIUTETHO-
UIHBIX TPaHyJeM, KOTOPBIE HE collepXkKaT Ka3eo3Horo Hekposa. CapKou103 ne4eHu
IuarHoctupyercst y 5—15 % manueHToB ¢ 3THM 3a00J7€BaHHEM, XOTS Ha CaMOM
Jiesie CyOKIIMHUYECKOe MOpakeHHe BCTPEYaeTCsl ropaszio yaie. boabIuHCTBO J1to-
Jiel ¢ CapKOM030M II€YEHHU HE UCTIBITHIBAIOT CUMIITOMOB, Y HUX JIUIIb BBISBIISIOT-
cs1 OMOXMMHYECKHE U3MEHEHHs, TAKHE KaK IOBBILICHUE 11eI04HON (ocdarasbl u
I'TTII. Knuandecku BeIpa)keHHOE MOPAKEHHE [TEYEHN BCTPEUAEeTCS PENKO JTAXKe Y
TE€X, Y KOTO MHOTO IPaHyJIeM B II€4E€HHU. Y HEKOTOPBIX MallUEHTOB MOT'YT Pa3BUTHCS
XoJecTaTHUeCKHe 3a00JIeBaHMs TI€UCHH, [IUPPO3, MOPTANbHAs TUIEPTSH3US WU
TpoMOO03 MEYEHOYHBIX BEH.

CapkouHble TPpaHyJIeMBbl 4acTO MOSBIISIOTCS B HOPTAJIBHOM TPAKTe MEYCHH,
HO HET Creuu(pUUecKuX JIaOOpaTOPHBIX WIJIM THCTONATONIOTHYECKUX IPU3HAKOB,
KOTOpBIE MOIIIM OBI TOYHO YCTaHOBUTH AWArHO3 capKou103a rnedenu. Ilostomy s
[TOCTAaHOBKH JIMarHO3a HEOOXOAMMO BBISIBUTH XapaKTepHbIE BHEIIEUEHOUHBIE MPO-
SIBTICHUSI CAPKOMII03a, TAKHUE KaK KOXXHbIE M3MEHEHHMS HJIM aHOMAJIMH Ha PEHTTCHO-
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rpaMMe OpraHoB IPYIHOM KJIETKU. TakiKe BaXKHO UCKIIFOYUTH JAPYrHe BO3MOXKHbBIC
MIPUYMHBI, TaKkhe Kak MHeKIun (0cOOEHHO MUKOOAKTEpUalbHbIe U IPUOKOBBIE),
JICKapCTBEHHbBIC TPAaHYJIEMbl M OHKOJIOTHYECKHUE 3a00ICBaHHUS.

Jleyenue capkou03a IMEYEHU 3aBUCUT OT CUMIITOMOB. BonbIIMHCTBO mamu-
CHTOB HE WCIBITHIBAIOT CHMITOMOB M HE HYXKAAIOTCS B JieueHUU. Ecin ke cum-
NITOMBI €CTh, TO YaCTO HA3HAYAIOT IIIIOKOKOPTHKOUABI. J[JIs MarueHToB ¢ 3ynoM,
BBI3BAHHBIM XOJIECTATUYECKOM IKEITYXOH, MOXKET OBITh MOJIE3HA YPCOAC30KCHXO-
JIeBast KUCJIOTA.

Tepsuunwiii Ounuapuwiti yuppos (IBIL) — 310 ayronmmyHHOE 3a00J1eBaHue,
IIpY KOTOPOM MMMYHHasi CCTEMa aTaKyeT >KeJIYHble poToKu nedenu. Co Bpeme-
HEM 3TO NPUBOAMT K UX TMOBPEXKICHHUIO, IUPPO3Y U, B KOHEYHOM UTOTE, K TIEYCHOU-
HOW HenocTaroyHoCTH. [leyeHO4YHbIe MPOOBI M TUCTOJNIOTHUECKOE HCCIIEI0BAHUE
MOTYT HAallOMHUHATh CapKouJ03. THOI/Ia y MalneHTOB ¢ CapKOUI030M BO3HHUKACT
XoJIecTaTHUYecKoe 3a0oneBanue meucHu, moxoxkee Ha [1BL]. OmHaKo 9TH COCTOSHUS
00BIYHO MOYKHO OTJIMYHTH MO HATTMYHIO CIICHU(UUECKUX AHTUMUTOXOHIPUATBHBIX
antuten npu 1611 u gemorpadguyecKkuM XapakTepUCTHKAM MallueHTOB.

Hnnonaruyeckuii renatur. Y HEKOTOPBIX MAlMEHTOB MPHYMHA ME€UYEHOY-
HBIX TpaHyJeM OCTAaeTCsi HEM3BECTHOW, HECMOTpS Ha IIOJIHOE o0cienoBaHUE.
TouyHast monsl TaKWMX CIlydaeB HEW3BECTHA, HO, BEPOSATHO, OHA cocTaBiseT oT 10
110 36 %. TepMHH «rpaHyIeMaTO3HbIH IenaTHT» OMUCHIBAET CUHIIPOM C JIJIUTENb-
HOW JIMXOPAJKOW, MBIIICUYHBIMU OOJSIMH, YBEIUYCHHUEM IICUEHH U CENIC3CHKH,
a Taxoke 0OJISIMU B CyCcTaBax HEsICHOM mpuposbl. JlabopaTopHble aHAIM3bl OOBIYHO
He faroT crnenuduueckoit nHGopmannu. CKOpOCTh OCENaHKs SPUTPOIIMTOB YACTO
3HAUUTEIBHO MOBBIIICHA.

JleyeHne cUMNTOMATHYECKOTO WAMOIIATHYECKOTO IPAHYIIEMaTO3HOTO TeaTH-
Ta OCHOBBIBAETCS HA MMMYHOCYIIPECCUBHOM Tepanuy. Ba)kHO OMHUTS, YTO Yy He-
KOTOPBIX MAIIMEHTOB, MEPBOHAYAIBHO JUATHOCTUPOBAHHBIX C TPAHYIEMaTO3HBIM
TeraTUTOM, BIIOCJIEACTBUN MOTYT BBISIBUTH JTUM(pOMY, TyOepkyne3, Ky-nuxopaaky
WIN PEBMATHYECKYIO TIOJIMMHUANTHIO. [I0CKOIIbKY MIMMYHOCYIIPECCHSI MOXKET YCY-
ryouTh TeueHue TyOepKysesa, MalueHTaM ¢ IOI03peHHeM Ha 3To 3aboieBaHUE
CJIE/lyeT HayaTh C 3MIIUPUYECKOrO Kypca MPOTHBOTYOEPKYJIE3HBIX IMpErnapaTroB.
Ecnu yepes ueTblpe-BoceMb HeJleNb YIy4IIeHUs He HACTylNaeT, Ha3HA4aloT Kop-
TuKocTepouibl. OOBIYHO 3TO MPUBOAMUT K OBICTPOMY OOJIETYCHHUIO CUMIITOMOB U
HCYE3HOBEHUIO TPAHYJIEM.

Koptukocreponpl — KJIHOYEBOE CPEJCTBO B JICUCHHH HMIUOMATHYECKOTO
rpaHysieMaro3Horo renaruta. OObBIYHO HA3HAYAIOT NPEAHU30JI0H B 103e 20—40 mr
B CYTKH, €CITH HET MOI03pEHUs Ha TyOepKyies3. Uepe3 HECKOJIBKO MECSIIEB IOJKEH
MOABUTHCS OMOXMMHUYECcKHid OoTBeT. Koraa cHUMOTOMBI yiydIiaTcsi, MOCTEIIEHHO
CHIDKAIOT J103y KOPTHKOCTEPOUAOB. B GONBIIMHCTBE Clly4aeB NMPOrHO3 OJaronpu-
aTHBIA. OIHAKO T0CJIe OTMEHBI IPENaparoB YacTo CIyYaroTCs PELUINBBL, U MalH-
€HTaM 4acTo TpeOyeTcs OBTOPHBIN KypC JICUCHUSI.
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MertoTpekcat okasaincs 3pQeKTHBHBIM Y TAIIUEHTOB, KOTOPHIE HE PearupoBa-
JIM Ha KOPTUKOCTEPOUIbl WIIM OTKA3aJIMCh OT HUX. B OIHOM Mccien0BaHuy IeCcTh
MAIUEeHTOB ¢ MAMONATHYECKUM T'PaHyJIeMaTO3HbIM I'ellaTUTOM IIPUHUMAIH METO-
Tpekcar (15 mr B Hezpeno). Yepes Tpu Mecslia y HUX HOpMaJIM30Bajlach TEMIIepa-
Typa, CHU3WIACH YTOMJISIEMOCTb U YIYYLIMICS alIeTHT. Y YeThIpeX MalleHTOB,
KOTOPBIM IIPOBEJIM MIOBTOPHYIO OUOIICHIO NIEYEHH, IPaHyJIeMbl HCUE3IIH.

[leyenounsle rpaHyIeMbl 0OHAPYKUBAIOTCS MPUMEPHO Y 2—10 % nmanneHTos,
npoeaAmux ouoncuto neueHn. OHU MOTYT OBITh BBI3BAaHBI PA3JIMYHBIMU 3a00Ie-
BaHMSIMHU WJIH SIBISITHCS CIIy4allHOW HAXO/IKOW Ha HOpMabHOM Ouontare. Hamuuue
OJTHOHM WJIH JIBYX IpaHysieM B O0JbIIOM 00pasiie OHONCHU He 00s3aTeNIbHO YKa3bl-
BaeT Ha rpaHyJeMaTo3Hoe 3a00IeBaHNe IEICHH.
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Ipunoocenue 1

OCHOBHBIE KNIMHUKO-BMOXUMUWYECKHE CUH/IPOMbI

P 3ABOJIEBAHUSIX NIEYEHU

Cunapom M3meHeHne OMOXHMHMYECKHX NOKa3aTeJieil

Huronms [Nosemmenne akruBHOCTH AJIAT, ACAT, JI/II, cpiBOpOTOUHO-
TO Kele3a

Xonecras IMoBsImeHne mpsMOTO OMIIPYOUHA, IENOYHON docdaTassl,
raMMa-DI0TaMWITPAHCIICNTHIa3bl, S-HYKI€0THAA3bI, XOIe-
CTEpHHA B CBIBOPOTKE KPOBH, BBISIBIICHUE KEITYHBIX MIUTMEH-
TOB B MOU€, MCUE3HOBEHUE CTEPKOOMIIMHA B KaJjle, HCUE3HOBE-
HHE ypOoOMJIMHA B MOYE

Me3zeHxUMaIbHO- IMoBermenne obmIero 6enka, NoOYINHOB, OeTa- X raMMa-

BOCHAJIUTENbHBIN m1o0ynuHoB, IgA, IgG, IgM, n3meHeHue nokasaresnen ocamnod-
HBIX KOJUIOMIHBIX P00 (YBEJIMYeHNEe TUMOJIOBOI IIPOObI)

Henocrarounocts CHixeHue obuiero Oernka, anbOyMHuHa, IPOTPOMOHHOBOTO

0€JIKOBO-CHHTETHYECKON
(YHKIUH IIeYeHH

KOMILJIEKCa, XOJMHACTEpas3bl, XoJecTepuHa, puoprHoreHa A,
MOYEBHHBI, TIIFOKO3bI




Ipunooicenue 2

®A3bl U OCHOBHBIE MAPKEPBI XPOHUYECKOI'O 'ETIATUTA B

®a3p1 XI'B
HNmmyn- HNMmyH- Nvmmynnoro | ITo3nusas um- | HBsAg- ot-

Mapxkepsl HOIi HOIi peak- KOHTPOJIs MYHOAKTHB- | pHIATeJIb-

TOJIEPAHT- [ THBHOCTH Hasl (peakTH- Hast
HOCTH Balin)

Craryc HBeAg(+)- | HBeAg(+)- | HBeAg(-)- HBeAg(-)- HBsAg-
XPOHH- XpOHHYE- XpOHUYECKas XPOHHYECKHH | oTpUIaTeNb-
gecKas ckuif reatut | nHGpEKIHL renaTuT Has
uH}EKIUsI

HBsAg, >10* + <10? + DnuMu-

ME/Mn HaIus

DNA > 107 10°-107 <10° 10°-10° B ceiBopoT-

HBYV, K€ KPOBH

ME/mn HE orpe-

JensieTcs,
BO3MO’KHO,
B OmonTarax
NIeYeHU
Amnturena | anti-HBe - | anti-HBe - anti-HBe + anti-HBe + | antu-HBc+,
BO3MOKHO,
anTu-HBs+

AnAT N wm IToBbImeH Huxe [oBbImen Huxe
HEMHOTO (oCTOSIHHO | BEpXHel (IIOCTOSIHHO BepXHel
HOBBIIIEH | MJIM [IEPHO- | FPaHULBI WU NEPUOAU- | FPaHULBI

JHYECKH) HOPMBI YECKH) HOPMBI

Tleuenb, |Her/mu- |Bsipaxennoe | MunumanbHoe/ | BeipaskeH- Beicokwmii

THCTONIO- | HUMAJIBHOE | HEKPOBOCIIA- | CPeHEE BOC- HOE HEKPOBOC- | PHCK Pa3BH-

rust HEKPOBOC- | JICHHE W/WJIM | TAJICHHUE, HO najeHue g 'K
nanenue 1 | Guopo3 pasHble cTanun | w/uan Guopo3
¢hubdpo3 ¢ubpoza U 1IUPPO3
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Ipunoocenue 3

KIIACCUPHUKAIMA HUPPO3A 11O CHILD-PUGH

Kaunnyeckue win
JabdopaTopHble

Yucsio 62/1510B B 3aBHCHMOCTH OT 3HAYEHHsI NapamMeTpa

1 6ana 2 dasu1a 3 6as1a
napaMeTpbl
IMeuenounas sHneda- | OtcyrerByer | Crenens I-1I (nerkas, | Crenmens III-IV
JIonaThs TEpPaNeBTUYECKH KOH- | (TshKenast, II0Xo
TpoJIupyemas) KOHTPOJIHpYyeMasi)
Acuur OtcyterByer | Msirkuid, sierko nopia- | HanpsokeHHBIH, muto-
€TCsl JIEUEHUIO X0 KOHTPOJIMPYEMBIH
OOmwuii Onnmpy6ouH <34(<2) 34-50 (2-3) >50(>3)
1J1a3MbI, MKMOJIB/JT
(mr/ )
Anp0yMUH ITa3MBbl >35 2,8-3,5 <28
KpOBH, T
ITporpom6GHHOBBII > 60 40-60 <40
unpexc (IITN), %
WIH WA WIH WU
MIPOTPOMOHHOBOE
Bpems (IITB), ¢ 1-4 4-6 >6
W W W i
MHO <1,70 1,71-2,20 >2.20

Tpumeuanue: xnacc A (Child A) — 5-6 6annos;
kiacc B (Child B) — 7-9 6amnos;
knacc C (Child C) — 10-15 6amnnos.



Ipunooicenue 4

TAKTUKA BAKIIAHAIIAW ITIPOTUB HBYV HOBOPOKJIEHHBIX JTETEW

HbsAg-cTaryc
mMarepu

Hosopo:xaeHnnbie Hosopo:xaeHnnblie
¢ Maccoii Teaa > 2000 r ¢ Maccoii Te1a <2000 r

TTo3uTHBHBIH

Bakuuna npotus HBV (B nepebie 12 yacos xu3un) + HBV-crieru-
(rgeckuii IMMYHOITOOYITHH (B IIepBbIe 12 4acoB KU3HU U HE TIO3KE

7 nHeii c MoMeHTa poxaeHus). [lanee BakuuHanus B 1 MecsIl ¢ uc-
MOJTb30BAaHUEM MOHOBAJICHTHOU BaKITMHBI U IO cXeMe B 2—3—4 mecsia
[IPY MCHOJIb30BaHMH KOMOMHUPOBAHHBIX BAKI[UH WIIU [IPU HCIOJIB30Ba-
HUU MOHOBAJICHTHBIX BakIuH, cxema: 0—1-2—6 (8) mecsies.

Onpeneneane HBsAg B Bo3zpacte 3 MecsueB (IpH MOJTOKUTEIEHOM
pe3yisrare — IpOBEICHHE ITOATBEPKIAIOIIETO TeCTa IS OTpeierne-
Hust DNA HBV a5 cBoeBpeMeHHOH AMarHOCTHKH BpoxaeHHoro I'B u
Ha3Ha4YeHMs STHOTponHOU Tepanuu). Ecau ckpununr na HBV u Bakiu-
HALWsl IPOBOJUTCS B OMH U TOT 7K€ JIeHb, B)KHO, YTOOBI BaKIIMHALMS
[POBOJIMJIACH MTOCIIE B3ATHS KPOBH. [1py MON0OKUTENEHOM pe3yibTrare
DNA HBV nanbHeliyio BakIIMHAUIO HE TPOBOJISIT.

KouTposs yposust anti-HBsA 4epe3 2 Mecsina nocie 3aBepiaroriei
JI03bI BaKIMHBI.

V nereii, HeratuBHbIX 10 HBsAg u anti-HBsA (< 10 MME/mui) mocne
MEPBUYHOTO Kypca BaKLHHAIIUH, TOKa3aHO POBEICHNE IOBTOPHOTO
Kypca BakiuHauuu mno cxeme 0—1—6 mecsies.

Hewussecren
(matp obcemy-
€TCs KaK MOJKHO
cKopee)

Bakuuna npotuB HBV (B nepeoie 12 | Bakuuna npotus HBV (B nep-
gacoB xu3HK) + HBV-crenuduyecknii | Bele 12 9acoB xu3HM) +

HMMMYHOIJIOOYJIHH ITPU BBISIBICHUU + HBV-cnenndudeckuii um-
HBsAg y marepu (He noszaHee 7 JHs ¢ | MyHOIIOOY/IUH (B IIEpBbIE
MOMEHTA POXKICHHsI peOeHKa) 12 yacoB KH3HH)

JlanpHeliee perieHe BOIpoca 0 CXeMe BaKI[MHAIWY 110 Pe3yIbTaTaM
uccnenoBanuss HBsAg-craryca marepu (1o mosyueHus pe3yiabrara
KJIMHUYECKOe BeJeHHe peOeHKa Tak, Kak eciau Obl MaTh Obuia HBsAg
TTO3UTHBHOI)
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Ipunoorcenue 5

PEKOMEHJALIMU ITIO MOHUTOPUHI'Y
1 MEJAIIMHCKOMY BEJEHUIO JIETEW C TEITATUTOM C

YpoBeHnb
JI0Ka3aTeJIbHOCTH

Pexomenapaunu

PyTuHHBIE 6MOXMMHYECKUE aHATU3bI IEUYESHH IIPU IIEPBOHAYAILHOM ILC
JIMarHo3e u, 1o KpaitHe#l Mepe, eKEeroHO IM0CiIe 3TOr0 peKOMEH Y-
I0TCs] JUIS OLIGHKM ITPOrPeCCHUPOBaHus 3a0071eBaHuUs

Jlns npenorspammenus 31ux uHbeknuii gersam ¢ XI'C, He uMmero- I,C
M ummyH#uTeta K HBV n/unn HAV, pekoMeHayroTcst COOTBET-
CTBYIOILIE IPUBUBKU

Bceem netam ¢ XI'C pexomeHayeTcs OLeHKa TSKeCTH 3a00/1eBaHUs LB
C HOMOIIBIO PyTHHHBIX JJAOOPATOPHBIX AHATN30B U (DU3UKATBHOTO
o0cejoBaHus, a TAKXKE UCIIOIb30BAHKUE HOBBIX HCHHBA3UBHBIX
METOJIOB (HarpuMep, d1actorpaduu, BU3yaln3alyu Wik CHIBOPO-
TOYHBIX MapKkepoB Gpudpo3a)

Jletn ¢ uppo30M NeYeH! JOJDKHBI OIBEPraThCsl HAOMIOACHHIO 3a ILB
renarouesutonsipaoi kapuuHomoit (LK) 1 sHI0CcKOIHYeCKOMY
HaOJIOICHUIO 32 BApUKO30M B COOTBETCTBHHU CO CTAaHJAPTHBIMHU
pEeKOMEHTAlUSIMH

I'enarorokcuueckue mpenaparsl cieayeT HCIOIb30BaTh C OCTOPOXK- I, C
HocThIo y nereit ¢ XI'C nocrie OleHKH MOTEHIHAIBHBIX PUCKOB
U NIPEeUMYIIECTB JieueHus. Mcnonb30BaHue KOPTUKOCTEPOUIOB,
IIUTOTOKCHYECKOIl XUMHOTEpaNiy U/UIIN TepaeBTHYECKHX 103
aneTaMHHO(EHa He IPOTHBOIOKa3aHo aeTsM ¢ XI'C

TpaHCcIIIaHTaNMs MaPEHXUMATO3HBIX OPTraHOB M TPAHCIIAHTALIUS II, C
KOCTHOT'O MO3ra He POTHBOIOKa3aHsbl 1eTaM ¢ XI'C

Toapoctkam ¢ XI'C 1 UX ceMbsIM PEKOMEH/TyeTCsI IPE/IBapUTEIIb- I,C
HOE PYKOBOZCTBO O IMOTSHIMAILHOM PHCKE 3TaHOJA ISl HPOrpec-
cHpOBaHMs 3a005eBaHus NedeHH. Bo3aepikanue oT aakoromis u
MepbI [0 COACHCTBUIO MPEKPALICHHUIO YIIOTPEOICHHUS aJTKOTOJIS,
KOTJ[a 3TO YMECTHO, pEKOMEeHYI0TCs 1ist Beex nui ¢ XI'C
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Ipunooicenue 6

MPOTUBOBUPYCHAS TEPAIIMS HCV YV IETEN M TIOJPOCTKOB BE3 IIAPPO3A
WA C KOMIIEHCUPOBAHHBIM IIAPPO30M (KJIACC A TIO YAMJII-TIHIO)

JIuTeIbHOCTh YpoBeHnb
PexomeHnpanuu
Tepanuu JI0KA3aTeTLHOCTH
KomOuHanus rekanpeBrupa/mudpeHTacBipa st 8 Henenb 1B
JieTeil B Bo3pacte > 3 JieT ¢ JI00bIM TeHOTHIIOM®
Kombunanus codocOyBupa/BennaracBuipa s 12 nenenp 1B
niereit > 3 51eT ¢ mo0bIM TeHOTUIIOM
KomOunarus nexunacsupa/copocOyBupa L 12 Henens IB
nereit B Bo3pacte > 3 niet ¢ reHotumnom 1, 4, 5
i 6

*Bbonee quutenbHas Tepanus (Hanpumep, 16 Heaenb) MOXKET NOTpeOOBaThCs /IS Ma-

IIEHTOB C TCHOTUIIOM 3 HHTEp(epoHa.



Ipunooicenue 7

PEKOMEH/IALIMH 10 JIEYEHHIO JIETE M HOJPOCTKOB, MOJTYYAIOLINX
IIIJT, BE3 IMPPO3A NJIM C KOMIIEHCHPOBAHHBIM LITPPO3OM
(KJIACC A 10 YAIIJI-TTBIO)

Jmrtenab- | YpoBeHb
Pexomenpanun HOCTb J0Ka3a-
Tepanuu | TeJIbLHOCTH

Tenorun 1,2, 4, 5 uin 6: exxeHeBHAss KOMOHHAIMS TIICKa- 8 Heenn IC
npesupa (300 mr)/mubpenracsupa (120 Mr) ¢ pukcupoBaH-
HBIMH JI03aMH JUIsl IOIPOCTKOB B Bo3pacte > 12 niet wiu ¢
Maccoii Tena > 45 Kr, paHee MoJy4aBIIUX JIeYEeHHE HA OCHOBE
INF (+ pubaBupun) u/miu copocOyBupa, HO 6e3 BO3/el-
ctBus UHrHOMTOpOB npoteassl (MIT) NS3/4A wmu NSSA, 6e3
LUPPO3a MEUCHH

T'enorun 1, 2, 4, 5 uiam 6: koMOMHaLKUs IVIEKanpeBUpa/ 12 venensn 1C
MUOPEHTACBHUPA C TIPEABAPUTEIBHBIM IPHMCHEHHUEM CXEMBI
Ha ocHoBe INF (+ pubaBupun) u/nnu codocOysupa, HO Oe3
Bozzeticteus UIT NS3/ 4A mmu NSS5A npu KOMIIEHCHPOBaH-
HOM IIMppo3e

T'enornn 3: kKOMOMHAIMS TIIEKaIpeBUpa/TMOPEHTACBHUPA C 16 Henenp IC
HpEAIICCTBYONUM IIPUMEHEHIEM cXeMbl Ha ocHoBe INF

(£ pubaBupuH) W/unu copocOyBHpa, HO O3 BO3IEHCTBHS
WIT NS3/4A v NS5A, 6e3 muppo3a Wi Ipu KOMIIEHCHPO-
BaHHOM LIUPpO3e

T'enornn 1-6: xoMOMHaNys IIeKanpeBHpa/MIMOpeHTacBUpa 12 nenens IC
¢ npenmectsytomuM BosneiicreueM UIT NS3/4A, Ho Ge3
Bo31eicTBHs MHrHOMTOpa NS5A, 03 1uppo3a neyeHu wiu ¢
KOMIIEHCHPOBAHHBIM IIUPPO30M

TI'enorun 1-6: xoMOuMHaNys IIeKanpeBHpa/MMOpeHTacBUpa 16 Henens IC
C MpeIIEeCTBYIOUIMM Bo3zeiicTBreM HHruouTopa NS5A,
Ho 6e3 BozaericTust UIT NS3/4A, Ge3 uupposa neueHu uiu
C KOMIICHCHPOBAHHBIM LIHPPO30M

I'enorunsl 1-6: xom6uHanus codocOyBupa/Benmnaracsupa ¢ | 12 Henens IC
TIpeBapUTeIbHBIM IPUMEHEHHEeM cxeMbl Ha ocHoBe INF

(+ pubaBupun) w/uam copocOysupa, Ho O6e3 BosnericTus UIT
NS3/4A unu NS5A, 6e3 uuppo3a v ¢ KOMIIEHCHPOBAHHBIM
LHPPO30M

I'enorunsl 1-6: xom6uHanus cohpocOyBUpa/BeIaTaACBUPA 12 Henens IC
¢ pubaBUPHHOM B 3aBHCHMOCTH OT MAcChI TeJla C IIpejBapH-
TeNbHBIM IpUMeHeHneM cxeMbl Ha ocHoBe INF (+ pubaBu-
puH) u/um codocOyBupa, Ho Oe3 BozaeicTus UIT NS3/4A
i NSS5A npy 1eKOMIICHCHPOBAaHHOM IIPPO3e
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Oxonyanue npun. 7

JlimTeab- | YpoBeHb

Pexomennanun HOCTh JI0Ka32-
Tepanuu | TeJIbLHOCTH
Ienorun 1: koMOuHaANWA IeaunacBupa/cohpocOyBupa ULt 12 nenens IC

JieTeil ¥ IOAPOCTKOB B BO3pacTe > 3 JIeT, paHee MOyYaBIIHX
INF (+ pubaBupun), mroc cxema sedenust UIT HCV, 6e3
LMPpO3a NedeHn

T'enorun 1: koMOHHaIMs JeaunacBupa/copocOyBupa s 12 venens 1C
JIeTell ¥ IOAPOCTKOB B BO3pacTe > 3 JIeT, paHee MOMy4aBIInX
INF (+ pubaBupuH), mioc cxema sedenus UIT HCV, 6e3
LUppO3a MeYCHH

Ienorun 1: koMOuHaNWA NeaunacBupa/cohpocOyBupa ULt 24 nenenu IC
JieTeil ¥ IOAPOCTKOB B BO3pacTe > 3 JIeT, paHee MOyYaBIIHX
INF (+ pubaBupun) mitoc cxema nedernus UI1 HCV, ¢ kom-
TIEHCHPOBaHHbIM IIUPPO30M




Tpunoorcenue 8

BAPUAHTBI HACJIEJICTBEHHBIX TUITEPBUJINPY BUHEMUA

Tun HacJe- Knnnnueckne
Cungpom IIatorenes Jleuenne
JAOBaHUs NPOsIBJICHUS
Kpuriepa — | Ayrocomuo- | OtcyrcTBHE Manudecrarms B ®dororepanusi,
Haitsipa 1-ro | peueccusnsiit | YADI'T TIEPBBIC Yachl )XM3HH, | TPAHCIUIAHTAa-
THIIA s7epHast JKeITyXa 1S EYEeHH
TsDKeTast, Onnupyou-
HOBas 3HIIe(aona-
T, Brunnpy6oun
> 200 MKMOJIB/ 1T
Kpurepa — | Ayrocomuo- | CHikeHHUe akTuB- | MaHugecTanus B DeHobap-
Haiispa 2-ro | peueccusHsiii | Hoct YDI'T TIEPBBIC MECSIIBI ouran,
THIIA KU3HY, SepHas (otoTeparnus
JKeNTyXxa CpeaHen
CTEIEHH TKECTH.
Bunupyoun
<200 MKMOIB/TT
XKunsbepa | Ayrocomuo- |CHmkeHue aktuB- [ Yame y MansunkoB, | ®eHobapOuTan
JIOMUHAHT- HoctH Y/IOI'T, MaHupecTanus B
HBIN HapyIleHHue 3axBa | Bo3pacte 7-30 set.
Ta Omnupyouna | IHTepMuTTHpYyOLIas
renaToLuTOM UKTEPUIHOCTD CKIICD
U KOXH, PEIIKO —
JUCIENCUs], aCTEHH-
3anus
Jlabuna — AytocomHo- | Hapymenue Yare y My»X4MH B Her
JI’KOHCOHAa | JOMHHAHT- TpaHCIIopTa Bo3pacte 25-30 ner.
HBII OounupyOuHa B XKenryxa, 6onu B
TeNaTONUT ¥ U3 | IPaBOM Iozapebepse,
HEro yBEJIMYEHHUE NIEYeHU
U CeJIE3EHKU
Poropa Aytocomuo- | Tot xe, uto Yame y manpaukoB | Het
JOMHHAHT- | IIpU CHHJPO- B ITyOepTaTHOM
HBIN Mme Jlabuna— nepuoze. XKenryxa,
JIxoHCOHa, U qucrerncus, 6011 B
HapyllIeHHe IpaBoM nozpebepse
KOHBIOTAIIUH
OounpyOuHa

127




Oxonyanue npun. 8

Tun nacie- Kaunnyeckue
Cunapom Ilarorenes Jleuenmue
JIOBAHHSA TPOsIBICHHS
JIrocu — Heussecren | Hanuuwme unru- |V gereit nepBbIx OrTka3 ot rpys-
Hpuckomnn ouropa VI®OI'T B | nHel )xu3HU, HAXO/ISA- | HOTO BCKapM-
MOJIOKE MaTepy | IUXCS HA TPYAHOM | IMBAHUS
BCKapMIIMBaHHUH.
bunmupy6unosas
sHIedanonaTus
Jlobpokaue- | AyrocomHo- | [unepmnasus Manudecranus Her
CTBEHHBII peLecCHBHBIN | TMM(BATHUECKUX | B HEOHATAIb-
ceMeHHbIiH COCYIOB IIEYEHHU C | HOM IEpUOze.
BO3BPATHBIN pasButueM xonec- | UarepmutTHpytouee
XO0JIeCcTa3 Taza TEYEHHE KENTYXH.
MoryT ObITh iereHe-
paTHBHBIE TPOLIECCHI
ITHC
Bonesnn Hemssecren | Ilepumopranbhsiii | Manudecranms Her
Baiinepa ¢ubpo3 c Hapy- | B epBbIC HENEeMH

IICHHUEM OTTOKA
Ke1Tdan

JKU3HU. BelpaxxeHHas
KeNTyxa, OUIupyOrH
110 300 MKMOJIB/TT




Tpunoorcenue 9

OCHOBHBIE INIPU3HAKU JIJIA OONEHKH HOBOPOXXJIEHHOI'O HJIX MJIAJIEHIIA
C XOJIECTATUYECKHUM I'rEITATUTOM (ITPU ®U3NYECKOM OCMOTPE)

Ipusnakn 3HaueHue
Dduznueckue Jetu ¢ bunapHOi aTpe3neil 00bIYHO HMEIOT HopMalbHbIe (u3nye-
HOKAa3aTeNnn CKH€ T0Ka3aTeNIl. AHOMAJIbHBIE IPU3HAKU — IIPU COIYTCTBYIOIIEH

I/IH(l)eKI_[I/II/I WM MeTabO0INIeCKOM 3a00I€EBaHII

CocrosiHue 3710-
POBBSI ¥ TOHYC

MuazeH1bl ¢ OuTHapHoit arpe3uneii 00bIYHO MOSBIISIOTCS JTOHOIICHHbI-
MHU; TOSIBIICHHE MPU3HAKOB OO0JIE3HH MOXKET yKa3bIBaTh Ha HH(EKIHIO
WJIN HapylIeHHe 0OMEHa BEIleCTB

[TapameTps! Beca
U pocTa

MuazeHIbl ¢ OUTHapHO# aTpe3ueii, Kak MpaBuIlo, H3HA4YaIbHO HMEIOT
HOPMAJIBHBIN BEC M POCT, HO ITOCJIE CTAPTa XOJIECTAa3a UMEIOT IUIOXYIO
npubaBKy Beca

JIuuo u BHe1I-

TIpu cunapomMe Anakuiisi — XapaKTEePHBIN BHEIIHUNA B (JIULO C

HHH BUJ MIIPOKOH NEePEHOCHIIEH, TPeyroIbHON GOPMEI ¢ TITyOOKO I0CaXKEHHbI-
MU 1azami). JIroOble JuieBbie Mab(popMannuy TpeOyOT IPOBEACHUS
TeHETUYECKOro 00CIICHOBAHIS

Odranbmono- Karapakra — Bpo/1eHHbIC HHPEKIIMU WK TATaKTO3EMHUST; MaKy-

THYECKOe JIpHOE BHUITHEBO-KPACHOE ILATHO — 6one3Hs Humana-TTuka; 3aquuit

obcienoBaHue | SMOPHOTOKCOH — CHHAPOM AJIXKWIISl; TMIOIIIA3UsI 3pUTENILHOTO
HEpBa — CENTOONTUYECKAs JUCILIA3HL

OOcnenoBanue | BpoxkneHHbIH OPOK cepalia MOXKeET ObITh y HALIUEHTOB ¢ OMIMapHOM

cepaua aTpe3uei WM CUHAPOMOM AJTaHJIIs

O0cnenoBanne

OPIOIIHOH HO-
JIOCTH:

— acIuT;

— BEHBI OproLI-
HOU CTCHKH,

— pazmepsl
MIeYCHH;

— KOHCUCTEHIMS
MICYCHH;

— pa3Mmepsl cene-
3CHKH

INopranbHas runepTeH3us.

Buaumble BeHbI Ha OPIONIHO CTEHKE MPENONaraloT HOPTATbHYIO
THIICPTEH3UIO.

Tenaromerasnust npearnoaaracT 00Ie3HH HAKOILUICHHS, OUTHAPHYIO
aTPEe3HUI0 WITH JAPYTHe XOJIEeCTaTH4YeCKHE 3a00ICBaHusL.

IInoTHas TekcTypa nedeHu npenonaraet GpuOpo3 U MOXKET MPHUCYT-
CTBOBATh IPH aTPE3UH JKESTYHBIX Ty TeH.

CruteHOMeranus — HOpTaibHas TUIICPTEH3HS WM OONE3HN HaKoILIe-
HUS

Koxa T'eMaTOMBI WITH TIETEXHUH YKA3bIBAIOT HA KOATYJIOMATHIO WIIH TPOMOO-
nuToneHuo. JKenaryxa noaATBepkIaeT TUIepONINPYOHHEMHUIO (MOXKET
OBITh KOHBIOTHPOBAHHOI MJIM HEKOHBIOTHPOBAHHOM )

Moua TemHast MOYa — KOHBIOTHPOBAHHAsI THIIEPOHITHPYOHHEMUST

Cryn AXONHYHBIH CTYJ — OTCYTCTBHE BBIICICHHUSI JKEITIU
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Ipunoorcenue 10

JUOOEPEHIIUAJTBHAA TUATHOCTHKA AYTOUMMMYHHOI'O TEITATUTA

Octpoe
Ipuunnbl no- Xponu-
nopaserms | mpeme- yeckoe no- | IloBblmenue JlabopaTopHas
Bpexkaenne | AJAT u AcAT JHATHOCTHKA
nevYeHu HUe
eqeHH nevyeHu
BreneueHnouHbIi
BOb Her >3 BI'H ME/mn | VCA-IgM, EBEA-IgG,
+ EBNA-IgG, konuuecTBeH-
Has [11P
IIMB + Her >3 BI'H ME/ma | IgM, konnuecTBeHHas
[P
BIIT-1, 2, N Her > 1000 ME/mn IgM, xagectBennas [1LIP
BI'Y-6 na BIIT-1,2 u BI'Y-6
BUY n Her Heb6onbmioe Amnrturena k BUU-1, 2,
TOBBIIICHUE konnuectBeHHas [TIP
I'punm A, B, + Her Heo6ounbmoe TTonoxwurensuas [TLP B
RS-Bupyc TIOBBIIICHNE pecrpaTopHoM obpasie
ITapBoBupyc N Her >3-5 IgM, kauectBennas I[P
B19 BI'H ME/mn
SARS-CoV-2 Her He6onbioe [LIP mm sxcpecc-tecT
+ HOBBILIEHHE Ha aHTHI'eH B 00pasiax u3
JIBIXaTEIbHBIX MyTeH
\VAY% + Her > 1000 ME/mn IgM, xagectBennas [1LIP
Llenuakus N Ja Heb6ounbmoe AHTHTENA K HETHAKUHT
HOBBILICHHE
BuyTpuneyeHouHsli
3aboseBanus Ja 50-400 ME/mi, | 3noynorpedienue anko-
TIEYCHH, CBSI3aH- COOTHOIIICHHE rosiem (> 50 r/cyTku) B
HBIE C aJIKOTO- AcAT/AnAT > 1 |TeueHHE KaK MUHUMYM
aeMm 6 MecsI1IeB U MOJI0KUTEINb-
Hble kputepuu NIAA.
BepositHblit (Ouoncus
+ [ICYCHN HEAOCTYIIHA),
ornpezeseHHbIH (Ononcus
IICYCHH JIOCTYIIHA).
[TarmenTsl ¢ XpoHuye-
CKHUM 3JI0yIIOTpeOIIeHrEM
QJIKOTOJIS BBISIBIISIFOTCS
I10 TIOBBIIICHHUIO YPOBHS
I'TTII u MCV

130




Ipoodonocenue npun. 10

Octpoe
TIpuunHbI no- Xpomi-
nopamenns | mpesie- yeckoe nmo- [ IloBplmenue JlaGoparopHnas
Bpexaenne | AIAT u AcAT JTHATHOCTHKA
neYeHu HHe
nevenn nevYeHu
AyTOuMMYHO- Her Bapsupyet INonoxwurenbHblit pe3yib-
MOA0OHBIN tart [TLP wm sxkcripecc-te-
renaTuT nocie + CTa Ha aHTHUTEH B 00pa3max
BaKI[MHAIUH U3 JbIXaTeIbHbIX IyTel
npotuB SARS-
CoV-2
DILI/HILI Ja Bapsupyer OrneHka 1o mkasie
+ RUCAM u 6uoncus
HeYeHN
MASLD Ja He6onbmoe Crearo3 npu BU3yalu-
MOBBILIICHUE 3aiun (CAP nnu TO).
[NoBbllIEHHBIE YPOBHU
AnAT, AcAT, ITTII ¢
B COXPaHEHHBIM COOTHOILIE-
HueM AnAT/AcAT = 1,5
Ha ()OHE IIPU3HAKOB MeTa-
0O0JINYECKOTr0 CHHAPOMA
bonesnn Ja He6onbmoe Jleiinuurckue KpuTepun
Bunbcona— + MOBBIILIEHUE
Konosanosa
I'emoxpomaro3 Ja IMeperpyska sxene3oM (BbI-
COKO€ cOjiepKaHUe TPaHC-
- - (eppuna u dheppuTuHa),
nHanuuue HFE C282Y
Tematut A + Her > 400 ME/Mn Antu-HAV IgM
I'enatut B nnn Ja > 400 ME/mn [NoBbIlIEHHBIH YPOBEHB
peakTuBanus + JHK, HBsAg, antu-HBc-
IgM
I'enatut C Ja Bapsupyet PHK BI'C — ocrpas
+ nndexkuus; [gG, PHK
BI'C — xpoHuyeckas
nHpeKuus
lenatut E Her > 400 ME/Mn Antu-HEV-IgM 1 konu-
+ yectBerHas [1LIP (PHK

HEV)
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Oxonyanue npun. 10

Octpoe
P XpoHu-
[puunnbl no-
nopakenns | Bpesie yeckoe no- | IloBblmenue JlabopaTopHas
P P Bpexkaenne | AJAT u AcAT MHATHOCTHKA
nevYeHu HHUe
ne4yeHu
ne4yeHu
Hmemunueckuit Her Hemnpomnop- Tsoxenas koarynonarus
renaTuT IIMOHAJIBHOE (BBIpaXXEHHOE YIJIMHEHHE
TOBBILICHUE [1B), koTopast GbICTPO
+ AcAT (00bl4HO | ynmyuInaercs

> 1000 ME/min)
0 CPAaBHEHUIO C
AnAT

ITpumeuanue: CAP — uepeOpoBackyisipHast anruorpadus; MASLD — creato3 me-
YeHH, aCCOLMMPOBAHHBINA ¢ MeTabonuueckoil mucdynknueil; MCV — cpennuii o6beM 3pu-
TpouuToB. NIAA — HanmoHasabpHbIi HHCTUTYT 1O OOpbOE CO 3710yMOTPeOICHUEM alTKOTOJIeM
u ankoronusmoM; RS-Bupyc —pecnuparopHo-cuHuutHanbssbiil Bupyc; RUCAM — merton
OLICHKU TPUYHMHHO-CJIEICTBEHHON cBsi3u Pyccens-Yknada; VZV — Bupyc BeTpsiHON OCIIBI;
BI'H — Bepxusis rpanuia HopMsl; [1B — nporpombuHOBOE Bpems; TO — TpaH3ueHTHas 3na-

crorpadusi.
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