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STAMNbl AUATHOCTUHECKOIO MOUCKA

NPU CUHAPOME XEJITYXU

Yacts li
J1.H. Bo6po, J1.M. lNacuewBnnn

XapbKOBCKUI rocyaapCTBEeHHbIA MEeAULMHCKNIA YHUBEpPCUTET

KnioueBble cnoBa: CUMHOPOM XENTyxu, 3TMONOIrs, AnarHocTuka.

Ba,qaqa 4-ro sTana OuMarHoOCTUYeCcKoro rnoucka —
nposeneHve guddepeHunanbHoOn ANarHoCTUK1 ang
YCTaHOBJIEHUS 3TUONOrMN 3ab60neBaHus, Bbi3BaBLUErO
KENTyxXy.

OT1oT aTan 06a3aTeNbHO NPOBOASAT B CMELMann3npo-
BaHHOM oTaeneHuun. Konnyectso 3aboneBaHuii, conpo-
BOXAAIOLLMXCS XENTYXON, BEANKO, N IOFMYHO rPynnupo-
BaTb MX B COOTBETCTBUM C HAPYLUEHUSIMW B TOM WIN
MHOM 3BeHe oOmMmeHa BunmpybuHa.

B ocHoBe knaccudukauuii XenTyxu nexart passinyHble
NPUHUMNbIL: NaToPU3N0NOrn4eckni, aHaToOMmNYeCKni,
natoMopdonorniyecknuini, GUOXUMMNYECKNIA, KINHUYEC-
kuii. Wepnok (1968) npemnoxun AenuTb XENnTyxu Ha
cnepyowme Buapl:

1) remonuTnyeckas (NpyY MNOBLILLEHHON GUNMPYOUHO-
BOW Harpyske Ha ne4YeHb);

2) cBsizaHHas C HapyLleHWEeM TpaHcnopTa Gunnpybu-
Ha (Yepes cuHycouaanbHylo MeMbpaHy renaToumnTa);

3) cBsizaHHas C HapyLeHWeM KOHbloraumm bunnpybm-
Ha BHYTPW renatouuTa;

4) cBA3aHHasa C HapyleHVWEM 3KCKPELMU KOHBbIOTMPO-
BaHHOro OGunMpybuHa (BHYTPMMNEYEHOYHbIN, BHene4ye-
HOYHbIN, NOAMEeYEHO4YHbIN XonecTas).

CornacHo knaccudwukaumm |. Pavel, J. Campeanu
(1970), xentyxa moxeT 6biTb 0OyCnoBeHa:

1) MexaHM4YeckM NPEenaTCTBUEM TOKY XEenyu;

2) GYHKUMOHANbHBIM NPENATCTBUEM TOKY XeNnyu;

3) AMchOYHKUMEN NMEYEHOUYHOM KNETKN:

- HapyLleHne BUNnMapHoOn cekpeLmm;

- HapyLleHWe BOAHOW peTpope3opbumn Ha ypoBHE
npocTpaHcTB ucce;

- renaTtouenioNsapHbIe NOBPEXAEHUS;

4) NUrMEHTHOW rMNepnpoayKunen:

- BPOXAEHHbIN rMNepremMonms;

- NPUOBPETEHHBIN rMNePreMonuns;

- TMNEPPEaKTUBHOCTb PETUKYNO3HAOTENNANBbHOMN
CUCTEMBbI;

5) NOBbLIWEHHBLIM MNOPOroM GULTPALUN XENYHbIX NMUr-
MEHTOB;

6) dpepmeHTONATMSAMM;

7) CMELLaHHbIE XEeNTYXU.

A.®. Bniorep (1968) npepnoxun BbIAENATb Haaneye-
HOYHYIO, MEYEHOYHYIO 1 MOAMEYEHOUHYIO XENTYXN.

CornacHo knaccudwukaunm 3.A. boHgapb (1970), pas-
NInYaloT remMoIMTUYECKYIO0 (HaanevyeHo4Hyl), renarto-
Le/UTIONAPHYIO (MEYEHOYHYIO) U MexaHMYecKkyto (noane-
YEHOYHYIO) XENTYXY.

Bce nepeydncneHHble knaccupukaumm xapaktepusyoT
npo6aemy ¢ pasHbIX CTOPOH. MoHATME 06 3TUX TPEX BU-
Jax XenTyx YCNOBHO M AOMKHO paccMaTpuBaTbCs Kak
NMOHATME O CMHApPOMAaXx, HabnAaeMbIX NPU MHOMMX 3a-
6osieBaHUAX C Pa3/INYHON 3TUONOrNen N KIMHUKON.

B knnHMYecKoM nnaHe ¢ NPakTUYECKUMU LI IMU Bbl-
OensioT XenTyxu C NPenMyLLeCTBEHHO HEKOHBLIOrMpPOo-
BaHHOW UM KOHBLIOMMPOBAHHOW rMNepounmpybrnHeMmne.

Moaundukauns geneHuns XenTtyx:

1. HagneyeHo4yHaga (remonmnTnyeckas aHemus).

2. BHyTpuUneyeHouHbIE.

2.1. depmeHTONaTUYECKME.
2.1.1. TeHeTuyeckn OOYCNIOBNEHHBIE:
XKunsbepa n gp.
2.1.2. Tokcn4eckue: ankorosnb, NleKapCTBEHHbIE
cpencraa.
2.1.3. BUpyCHble: NpenMyLLEeCTBEHHO XPOHUYEC-
Kk renatut C.
2.2. TenatouennionsipHble: BUPYCHbIE, aNKOrosibHble
1 NEKapCTBEHHbIE renaTuTbl.
2.3. Xonectatnyeckue XenTyxu.
2.3.1. MpocToin xonecrtas: nososBble N aHabonu-
YeCKMe rOPMOHbBI, aHTAarOHUCTbI MOJSIOBbIX FOPMO-

6one3Hb

HOB.
2.3.2. XonectaTnyecknin renatuT: BMUPYCHble, a-
KOroflbHble, JleKapCTBeHHble (PeHOTnasnHbl,

3PUTPOMULMH, HUTPODYPAHTOVH) MOPaXeHUs.
2.3.3. QykTynsipHbI 1 OyKTanbHbIA X0NecTas unm
XON@HrMoNaTUSA: ankorosibHble MOPaXeHusl, anma-
TIVH, anionypuHoO.
3. NoaneyeHoUHbIE XENTyXu.

3.1. BbI3BaHHbIE KAMHSIMW WU CTPUKTYPaMn Kpyn-

HbIX XENMYHbIX MPOTOKOB.

3.2. BbI3BaHHbIE ONYXONAMMU KPYMHbIX >XEMYHbIX

NPOTOKOB.

3.3. BbI3BaHHblE ApyrMMun 3abofieBaHUAMU KPyr-

HbIX XENM4HbIX MPOTOKOB.

HapneyeHo4YHas xesnryxa (remonuTnyeckasd, nneno-
XoJfindyeckasi) BCTpeyaeTCs Npy BPOXAEHHbIX U nNpruobpe-
TEHHbIX FEMOJIMTUYECKUX aHEMUSAX, ABJISETCA CUMIMTO-
MOM HekoTOopblX 3aboneBaHuin (6onesHb ApaMcoHa —
Bupmepa, cencuc, nydyesas 60ne3Hb, Manapus, 3aTsx-
HOW CENnTUYECKNN 3HO0KaPAUNT, HEKOTOPbLIE POPMBbI LMP-
po3a nevyeHun, 3/10KA4YECTBEHHbIE OMYX0NAM 1 Ap.), a Tak-
Xe MPU UHTOKCUKaUMAX 90aMn Uan BELLEeCTBaMu, Cro-
COBHbLIMW BbI3BaTb NEMOJIN3 (MbILLbAKOBUCTLEIM BOOOPO-
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[OM, TOUHUTPODEHONIOM, CynbdaHnNaMUaHbLIMU NMpena-
patamn, dochopom; npu nepenmBaHUsIX HECOBMECTU-
MOI KPOBW 1 Ap.).

lemMonnTnyeckmne aHemMum CBS3aHbl C YCUNEHHbLIM
paspyLleHnemM apuTpoumToB. Bce remonntnyeckue coc-
TOSIHUSI XapakTepU3YIOTCS YBENTMYEHNEM B KPOBU COOEP-
XXaHWS NPOAYKTOB pacrnaga apuTpoumnToB — 6unmpybu-
Ha UM cBOBGOAHOrO reMmoriobuHa uUnKn NosiIBNEHNEM re-
MocuaepuHa B Moye. BaxHbIli Mpu3aHak — 3HaunTenNb-
HOE HapacTaHue B KPOBMU MPOLEHTa «HOBOPOXOEHHbIX»
3PUTPOLNTOB (PETUKYNOUMUTOB) 3@ CYET MOBLILLEHUS
NPoayKUMN KNETOK KPacHOW KpoBu. KOCTHbI MO3r npu
reMOJINTUYECKNX aHEMUSX XapPaKTEPU3YETCS 3HAUYNTENb-
HbIM YBENIMYEHNEM KOJIMYECTBA KJIETOK KPACHOro psaa.

TakTuka ob6cnenoBaHmns G0JIbHBIX HA AOroCnUTaNbHOM
aTtane:

1. O6s3aTensHOE TpexkpaTHOoe onpeneneHne LBeTo-
BOro rnokasartensi, YpoBHeil remornobuHa, peTukynoum-
TOB, TPOMOOLMTOB KPOBU.

2. OnpepeneHne remMaTtokputa U OCMOTUYECKON pe-
3UCTEHTHOCTU 3PUTPOLMTOB.

3. OnpepeneHne NpsiMoi 1 HenpsiMol peakumm Kymocea.

4. Onpepenenve aktmBHocTu JIAI M KOHUEHTpauum
rantornobuHa B KpPOBW, aMUHOTpaHcdepas (npu Hop-
MasibHbIX MokKasaTensix aMuHoTpaHcdepas MoBbILLEHWE
NAr ykadbiBaeT HA remMonma).

5. KoHcynbTauus remartosiora npu BbISIBIEHUN NPU3-
HaKOB remMosnaa.

K coxaneHuio, MHOrme 60/bHbIE C NPU3HaKaMn remMo-
n3a, BOSHUKLWIMMWN BCNEACTBUE TEX WU UHbIX 3abone-
BaHWN KPOBW, MOTYT OAUTENbHOE BPpeMs HabnoaaTbCs 1
fleynTbCa y TepanesTa WM [axe racTpoadHTeposora,
Tak Kak Yy HUX BbIBASIOT rMnepounmpyouHeMmnio uam
KaMHW B XeN4YHOM ny3bipe. Bpayy obLuei NnpakTukn He-
obxoaMMo MMeTb NpeacTaBfieHne o Hambonee 4acTto
BCTpeyvalLWwmxca 3aboneBaHUAX KPOBU, MPU KOTOPbIX
penko HabnogaeTcs OCTPbI FEMONIN3 U XENTYLIHbIA
CMHAPOM OMNpeaenseTcs MMEHHO UM.

HacnencrBeHHbIVi MukpocpepoLmnTo3 HacnenyeTca
no JOMWHAHTHOMY Tuny. B ocHoBe remonusa nexuT ge-
dEKT CTPYKTYpPbl MEMOPAHbLI 3PUTPOLMTOB, HTO BbI3bIBA-
€T ee MOBbIWEHHYID MPOHMLAEMOCTb U CNocobCcTByeT
MPOHMKHOBEHMIO BHYTPb 3PUTPOLMTOB M30bITKa HaTpUS
M HaKoMIeHWio BoAbl. puTpoumnTel NpuobpeTtaloT che-
puyeckyio GopMy, NOBPEXOASCb NPU NPOXOXAEHUN Ye-
pes3 y3kue NpoCcTpaHCTBa CUHYCOB cene3eHku. NoBpex-
OEHHble KJIeTKM 3axBaTblBalOTCA Makpodaramu (BHYT-
PUKIIETOYHBIA FEMONN3); NPEBPALLEHNE B HUX FrEeMOro-
6uHa B GUNMpybuH BEOET K HenpsMon runepbunmpybu-
HEMUU, XENTYXE.

BHYTPUKNETOYHLIV pacnag SpuUTPOLMTOB onpeaensieT
KIIMHUYECKNe MpOosiBNEeHNsT BONe3HN — XEenTyxy, yBenn-
YeHne cenie3eHku, aHeMUIO, CKIIOHHOCTb K o6pa3oBa-
HUIO KAMHEWN B XENYHOM MNy3blpe, XapakTepHble Mopdo-
JNIOrMyeckne N3MeHeHUs 3pUTPOLMTOB, PETMKYIOUMTOS.

MepBble KNMHMYECKME MPOSIBNIEHUS OONE3HN MOryT
OblTb B Nt0OOM BO3pACTE, XOTSI OHA HAYMHAETCHA C POX-
neHusa. Becbma pegkmini 1 Hecneunduyecknin npmaHak
60ne3Hn — obpasoBaHne TPOPUHECKMX A3B Ha FOJIEHSIX.
OnntenbHo, ¢ paHHero OeTcTea, CyLLECTBYIOLWNNA remMo-
JIN3 CONPOBOXAAETCH runepnnasmen KOCTHOroO mMo3ra,
4YTO BEOET K HapyLueHuto obpasoBaHus kocTer. OTmeua-
10TCa aedopmaumsa H4entcTen ¢ HenpasuibHbIM pacno-
noxeHneM 3y6oB, GOpPMUPYIOTCS BbICOKOE HEGO, BbICTY-
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nawowmnii nod, nerkas mmkpodTanbmma U T. n. Cenesex-
Ka nanenuMpyeTcs Bcerga.

KapTuHa KpoBu: MUKPOCHEPOLIMTO3 3PUTPOLINTOB,
BbICOKMI PETUKYOUMTOS, 0ObIYHO UCHUCNSEMbIN OEeCAT-
KaMu NPOLEHTOB, HOPMOXPOMHasi aHEMUS Pa3HOW Bbl-
pPaXxeHHOCTN, NHOrAAa CoAepXaHue SPUTPOLINTOB U re-
mornobuHa HopmanbHoe. B nepuon reMonutu4eckoro
Kpr3a BO3MOXEH HEeWTPODUbHbIN nenkoumntol. OyeHb
penko BO3HMKAIOT Tak Ha3blBaeMble apereHepaTopHble
KPW3bl, KOraa MNOBbILEHHbLIA FEMOSIN3 B TEYEHUE Hec-
KONbKUX AHE He COMpOBOXOAEeTCs 3pUTPOnoa3oMm. Pe-
TUKYJIOUMTBLI MCYe3aloT M3 KPoBW, ObICTPO HapacTaeT
aHemusi, ypoBeHb OunmpybuHa napaet. Cohepoumtosy
3PUTPOLMTOB COOTBETCTBYET MX MOHMXEHHas OCMOTU-
yeckasi CTOMKOCTb. CpenHuii anameTp 3pUTPOLIUTOB
YMEHbLLAETCS, COOTBETCTBEHHO YBENYNBAETCH UX TOJI-
LMHa, B CBS3W C 4eM B OONbLUMHCTBE KJIETOK HE BUAHO
LLlEeHTPaNbHOrO MPOCBETNIEHUS, TaK KakK 3pUTPOLUT n3
[BOSIKOBOrHYTOrO NpeBpaLLaeTcs B LWAPOBUAOHLIN.

Xentyxa, yBenuyeHHas ceneseHka, cpepoumTos
3PUTPOLMTOB, NX CHUXEHHAs! OCMOTUYECKast CTOMKOCTb,
BbICOKUI PETUKYIOUMNTO3, AedpopmMauma NMueBoro Yyepe-
na v yBenmyeHne cene3eHkn OenaioT AnarHo3 HacneacT-
BEHHOro cdepounTo3a HeCcOMHeHHbIM. Kak npaBuno,
aHaNornMyHble CUMNTOMbI YOAEeTCs BbISIBUTb Y OOHOMO 13
poautenein 60SbHOrO, XOTA UX BbIPAXEHHOCTb MOXET
OblTb MHOW. B peakux cnydasx poauTenn CoBepLUEHHO
300pPOBbI.

TpyOoHOCTU OMAarHOCTUKKN 4acTo 0O6YCNOBNEHbI TEM, YTO
00bI4YHO XeNnyHokaMeHHasi 60n1e3Hb COMPOBOXAAET Hac-
NEeACTBEHHbIM MUKpochepounTos (1n3-3a obpas3oBaHUs
B MPOTOKAxX W XENYHOM My3blpe OMANPYOMHOBLIX Kam-
Hel). CBOCTBEHHAs remMonuay Henpsamas ounnpyobuHe-
MUS MPU XONeNNUTMa3e CMeHAEeTCs NPSIMOA — BO3HUKAET
MexaHuyeckas xentyxa. boneaHeHHOCTb B obnacTtu
XENYHOro Mny3bIpsi, HEKOTOPOE YBENUNYEHME MNeYeHn —
00Obl4HbIE NMPU3HaAKN NPWU HacneaACTBEHHOM MUKpocde-
poumTo3e. Hepeako B Te4eHMe MHOrux fieT onbo4YHO
OVarHoCcTMpytloT 3aboneBaHNs Xen4yeBbiBOAALMNX MyTel
WSIN MEeYEeHU, He MMeS AaHHbIX O PETUKYJIoUMTaxX.

Cdepountos apuTpoLMTOB U Opyrve Npu3Hakm reMo-
nm3a (Kentyxa, yBeNnMyeHne Cene3eHkun, PeTUKyIoLmnTos)
HabnoaalTCa N NPU ayTOMMMYHHbLIX FTE€MOSIUTUHYECKNX
aHemusax. OgHako B OTMYME OT HACNEeACTBEHHONo MWK-
pocdhepoLmTo3a Npu HUX He ObIBAET UBMEHEHUI NNLIEBO-
ro yepena, NpU3HaKOB HaCNeACTBEHHOrO MuUKpochepo-
uMTOo3a y KOro-nnmbo 13 poauteneit; npu nepsbixX KIANHU-
4YeCKuX MPOSIBNIEHUSIX ayTOMMMYHHOIO remMosin3a eLle He
OTMEYaAETCS CYLECTBEHHOIO YBENYEHUS Cene3eHkn, 60-
JNIE3HEHHOCTN B 006/1aCTU XEN4YHOro ny3bipsi, HO aHU30LU-
TO3 U MNOMKUIOUUTO3 3PUTPOLMTOB BbipaxeHbl OosbLue,
4yeM npu MukpochepoLmTose. B COMHUTENBHBLIX CnyYasx
HeobxoamMmo cTaBuTb Npoby Kymbea, koTopass ObiBaeT
nonoxuTensHon (nNpsimasi Npo6a) B OONbLUMHCTBE Cly4a-
€B ayTOMMMYHHOW FeMOJSINTUYECKO aHeEMUN U OTpuLa-
TeNbHOW NpU HAcNeACTBEHHOM MUKPOCHEPOLIMTO3E.

HacnencrTBeHHbI 0BaioLUmMTo3 (3AMnToumMTo3) — 0o-
MWHaHTHO Hacneayemasi aHoManms 3pPUTPOLIUTOB, UHOT-
[a OCJIOXHSIOLLASACH NOBbILLEHHBIM reMonn3oMm. Y 60/b-
LUMHCTBA HOCUTENen aHoManun MPU3HAKOB MOBbILLEH-
HOro remonmaa Het. KnuHuyeckasa kaptmHa 6051e3Hu npu
reMonn3e COOTBETCTBYET Takol Nnpwu HacneacTtBeHHOM
MukpocoepoumTose. narHo3 ycTaHaBAMBaOT HA OCHO-
BaHUM oBanouuTo3a OO0NbLINHCTBA 3PUTPOLIUTOB U
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NPU3HAKOB BHYTPUKIETOYHOrO remonusa (xentyxa, pe-
TUKYIOUMTO3, YBENINYEHNE CENE3EHKN).

HacnencrBeHHbIVi cTOMaroumnTo3 — OOMUHAHTHO Hac-
nepyemMasi aHoMmanns GopMbl SPUTPOLIUTOB, MHOTAA OC-
JNIOXHSIOLAACA BHYTPUKIETOYHbIM remonindom. Cama no
cebe aHomManus npoTtekaeT 6eccuMnTOMHO. MaTtoreHes
reMoJINTUY4ECKOro CuHOpoma, no-BMOMMOMY, aHanorm-
YeH TakOBOMY MNpPU HacneacTBeHHOM cdepouuTos3e.
KnuHunyeckasa kapTuHa reMosimTUY4ecKoro cuHgpoma xa-
PaKkTepPU3YyeTCS XENTyxOn, PETUKYNOLUTO30M, yBENNYe-
Hnem cenedeHkn. Cneumdunyeckass 0COOEHHOCTbL 3PUT-
pOLMTOB NpK 3TOM 3aboNieBaHUM — [Be CBOeobpasHble
COEAVHSAIOLWINECH MO KpasM KIeTKWU NMHUM B 0Onactum
LleHTPaNbHOro npoceeTnenus aputpounTta. OHM Npuaa-
10T emy popmy pTa, OTCloAa U Ha3BaHNE aHOMaNU.

femonuTnyeckne aHemMun rnpu HecTabusibHbIX remMo-
rmobuHax. Ocobylo rpynny reMoamTUYecKUx aHeMui
npeacTaBnseT natonorma, Ossi KOTOPOM XapakTepHo W
HOCUTENbCTBO HECTabuibHbIX reMornobuHoB. VIx Heyc-
TONYNBOCTb K BO3AENCTBUIO OKUCITUTENEN, HAarpeBaHuo
BO3HMKAET B pe3yfibTaTe 3aMeHbl aMUHOKUCOT B allb-
da- nnm 6eta-uenu rmobuHa. BonesHn HacnepyTCs Mo
OOMWHAHTHOMY TUMy, BCTPEYaloTCs peako, roMo3uroT-
HbIX GOpPM He ObiBaeT.

KnnHnyeckasa kapTuHa xapakTepu3yeTcs remMonTu-
YECKUM CUHOPOMOM (XXenTyxa, PETUKYNOLUTO3, aHEMMS,
yBennyeHne ceneseHkn). ¥ ogHUx OOJSIbHbIX remMonn3
npoTekaeT No4Tn 6€CCUMNTOMHO, Y APYrMX — BbIPaXEH.
AHemMunss 0ObIYHO HOPMOXPOMHas, OTMEYatoTCH aHM30LN-
TO3, nHorga Tenbua lenHua, Hebonbliasg MULLEHEeBUa-
HOCTb 3PUTPOLIMTOB; BCTpeYaeTcs nx 6a30punbHas nyHk-
Tauus. MNMocnegHne aBa deHoMeHa NO3BONSIOT Npeano-
naratb HOCUTENbCTBO HECTAOUIIBHOrO reMorIoBmHa.

lMapokcunamarnbHas Ho4YHasi remorsiobuHypus (MHM, 60-
ne3Hb Mapkesihasel — Mukene, napokcu3masnbHast HOY-
Hasi reMornoBMHYPUST C MOCTOSIHHOM FeMOCUOEPUHYPU-
e, bones3Hb LUTptobuHra — MapkbsidpaBbl) — CBOe06-
pasHasi NpMobpeTeHHass reMoMTUYecKas aHemmus, npo-
TekalLas C NOCTOSIHHbIM BHYTPUCOCYAMUCTbIM FrEMOSIN-
30M, TFeMOCUOEPUHYPUEN, YrHETEHWEM T[paHyno- u
TpombounTonoa3za. MaTtoreHes 60ne3HU CBA3AH C BHYT-
PUCOCYAUCTbIM Pa3pyLUEHNEM SPUTPOLUTOB, AePEKTHBLIX
B 3HA4YUTENbHOW cBOen 4YacTun. bone3Hb He gaBnaercs
HacnencTBeHHol. 3aboneBaHne pPa3BUBAETCSA MenJieH-
HO, MNOSBAAIOTCS NMPU3HAKMW YMEPEHHOW aHemuu, cna-
060CTb, YTOMJISIEMOCTb, cepauebueHne npu Harpyske,
00nb B XMBOTE, HEPEOKO CBsi3aHHasi ¢ TPOMOO30M Me-
3eHTepmasnbHbIX COCynoB. Koxa 1 cnm3anctble 06004KM
ONedHOo-XenTyllHble, cepoBaTble B CBA3W C aHEeMuen un
OTNOXEHNEM remMmocumaepuHa. XapakTepHbl MPU3HaKU
BHYTPMCOCYOUCTOro remonusa. lNosieneHne 4epHom mMo-
4YM — HENOCTOSAHHbIM npu3Hak. lMockonbky MHI wacTto
COMPOBOXAAETCA NENKONeHnen (NPenMyLLLECTBEHHO 3a
CYET rpaHynouuTONEeHNN), BOSMOXHbI XPOHUYECKNE WH-
GEKLMOHHbIE OCNOXHEHUS. TPOMOOLIMTONEHUS MOXET
OCJIOXXHUTbLCSA remMopparmi4eckum CUHAPOMOM. Anutenb-
HOe BbleneHne ¢ MoYoM reMornobrHa 1 remocuaepmHa
MOCTENEHHO BeAeT K PasBuUTUO XenesogeduumTHOro
COCTOSIHUS — BO3HMKAET aCTEHNYECKNI CUHOPOM, NOSIB-
NFI0TCA CYXOCTb KOXW, TIOMKOCTb HOrTen. KapTnHa Kposu
XapakTepmayeTcs BHavyane HOPMOXPOMHOM, a 3aTeM -
NOXPOMHOMN aHeMunen, HebONbLLINM PETUKYIOLUTO30M
(2—4% wn 6onee), nekoneHnen n TPOMOOLMTOMNEHMEN.
JwnarHo3 ycTtaHaBnMBalT Ha OCHOBaHWU MPU3HAKOB
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BHYTPUCOCYONCTOro remMonusa (aHemusi, HeGobLLIOW pe-
TUKYIOUNTO3, FEMOCUAEPUH B MOYE). YTOYHSAIOT AnarHo3
Ha OCHOBaHMWN PE3yNbTAaTOB ChneumanbHbIX UccnenoBa-
HUI (NONOXWUTENbHaA caxapos3Hasi nNpoba, npoba Xema,
oTpuuartensHas npoba Kymbca).

VNIMMYHHbIE reMOoInTNYeckmne aHemun pPas3BUBaKOTCS
NnoA BO3AENCTBUEM aHTUTEN Ha 3puUTpOouUnTbl. OCHOBHbIE
HOPMbI UMMYHHbBIX FEMOINTUYECKNX aHEMUIA: 1) ayTONM-
MYHHble, OOYCNOBJIEHHbIE MOSIBIEHWEM @HTUTEN MPOTUB
COOCTBEHHbIX 3PUTPOLNTOB; 2) ranTeHOBbIE, BbI3BAHHbIE
dukcaumen Ha apuTpoumTax 4y>Kaplx ois opraHn3mMa aH-
TUrEeHOB — ranTEHOB (N1eKapCTBa, BUPYChI U T. M.) C aHTU-
Tenamm, obpa3oBaHHLIMM B OTBET Ha COeOUHEHUE C Mo-
nagaHneM B OpraHn3M HOBOPOXAEHHOro aHTUTEN maTe-
pY, HanpaefIEHHbIX MPOTMB 3PUTPOLMTOB pebeHka (npuv
HECOBMECTMMOCTU pebeHka 1 maTtepu no Rh-aHTuUrexny u
ropasno pexe — no aHtureHam cmuctemsl ABO).

AYTOUMMYHHbIE FEMOSINTUYECKNE aHeMun. B ocHoBe
naToNornM4eckoro npoLecca NexmnT CpbIB UMMYHOOMN-
YECKOW HEeYYBCTBUTENIBHOCTU K COOCTBEHHOMY @HTUIEHY.
KnunHnyeckas kapTnHa 60ne3Hn CcknaabiBaeTcsa U3 npus-
HaKOB aHEMMWYECKOro CUHAPOMA; TSXECTb COCTOSHMSA
60JIbHbIX OMpenenseTcs BbIPAXEHHOCTBIO U OCTPOTON
pas3suTmusa aHemun. Mpm XPOHUYECKOM, MEASIEHHO pas-
BUBAIOLLLEMCS MpPOLECcCe MepBbIM MPU3HAKOM 6051e3HU
MOXET ObITb HeboNbLIasa XenTyxa (3a CY4EeT HenpsiMoro
6unnpybuHa); 0OOHOBPEMEHHO BbISIBNSIIOT U aHeMuio. B
Opyrvx crnyyasx Hadano 60ne3Hn xapaktepusyetcs 6yp-
HbIM FeMonM3oM C ObICTPO HapacTalollein aHemMunen u
XeNnTyxon. Hepeoko noBbilWAeTCs TemMnepartypa Tena.
YacTo yBennumBaeTtcsa ceneseHka. Bo3mMoxHO yBenunye-
HME MNEeYeHN 3a CYEeT XOnenuTnasa, >XMpPOBOW AUCTPO-
dun. OBbLINHO BbICTYLWIMBAETCHA (PYHKUMOHANBHbIA CUC-
TONMYECKUI LIYM Ha BEPXYLUKE M HA OCHOBAHWUM cepaua,
Hepenko onpenenseTcsa pasaBoeHme |l ToHa.

B KkpoBM — HOPMOXpPOMHasa aHemMus (NP OCTPOM re-
MOJIN3e YPOBEHb remorniobuHa MOXeT nagatb 4O KaTacT-
poduyecknx undp, 601bHON MOXET Bragatb B aHEMU-
yeckylo Komy). Mopdonornsa apuTpoumTOB CYLLECTBEH-
HO HE MEHSETCS, HO MHOrAa OTMEeYaeTcs Ux Mmkpocoe-
poumTo3, NO3TOMY Heobxoauma anddepeHUnpoBKa OT
HacneacTBEHHOro Mmkpocdepountosa. lNMpu ocTpom re-
MOJIN3E B KPOBU MOIYT ONPeaenaTbCsa eaUHNYHbIE 3PUT-
pokapuoumnTbl. YPOBEHb PETUKYNOLMTOB BbICOK. Benasa
KPOBb CYLLECTBEHHO HE MEHSIETCHA, HO FEMOINTUYECKUI
KPM3 MOXET COMPOBOXAATbCA HEMNPOAO/IKUTENBHBIM
HENTPODUNLHLIM nerikounTo3om. Konnyectso Tpomb0o-
LMTOB OBObIYHO B HOPME.

Kpome reMonnTrnyeckmnx, Xentyxa MOXeT pa3BuBaTb-
ca npu MeranobnacTHbiXx aHemMusx. MoryT codeTtaTbecs
MeranobnactHas 1 reMonTuieckasl aHemMmm.

MeranobnactHbie aHemuy — rpynna aHemMuii, obLmUm
MPU3HAKOM KOTOPbIX CAYXMUT COAEPXAHWE B KOCTHOM
Mo3re Merano6nacTos.

AHeMnu, cBa3aHHble C AednUNTOM BUTamMmHa By,, He-
3aBUCUMO OT MPUYUH 3TOro geduunTa, xapakTepusyioT-
Csl MOsIBJIEHMEM B KOCTHOM MO3re merano6nacTos,
BHYTPMKOCTHOMOS3IOBbIM pPaspyLlleHNeM 3PUTPOLUTOB,
rMNepXpPoOMHON MakpOLIMTAPHOW aHeMuelr, TpoMboun-
TOMNEHMEN N HeuTponeHnemn, aTpoPuyecknMm M3MeHe-
HUSAMWU CAN3NCTON 0OO0NOYKN XEeNnyaodYHO-KULIEYHOro
TpakTa U M3MEHEHNSIMU HEPBHOW CUCTEMbI B Buae dy-
HUKYNSPHOro Muenosa. KnmHumyecknm onpenensaoTca
NPU3HaKM rNOCCUTa, KOXa Cnerka XenTyliHa, B CblBO-
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POTKE KPOBW YBEINYEH YPOBEHb HEMPSIMOro Gunnpyobu-
Ha. OnpepensieTcs HeGONbLLOE YBEIMYEHNE CENIE3EHKN,
pexe — neyeHu.

donmeBo-gepuuntHas aHemmss — merabnobnacTHas
aHeMusi. 3a OCHOBHbIMW MPOSIBEHNSIMU HANOMUHAET C
B, nedununtHyto. PassmuBaetca npu geduunte donve-
BOW KNUCNOTbl. HapylwieHne BcacbiBaHMA GONMEBON KUC-
NoTbl HabnoaaeTcs y 6epeMeHHbIX, CTpaaaloLLInX remo-
JINTUYECKO aHeMMen unn 3noynoTpebnsaBLINX ankoro-
nem 0o 6epemMeHHOCTUN, Y HEOOHOLUEHHbIX OeTel, 0Co-
6EHHO NpW BCKapMIMBAHUN UX KO3bMM MOJIOKOM, Noche
pes3eKkuMn TOHKOW KULLKW, MPU TPOMUYECKOW Crpy U ue-
nnakum, ankorosmame, a Takke OJIMTENbHOM Mpueme
NPOTMBOCYAOPOXHbLIX NMpenapatoB Tuna ¢geHobapbuTa-
na, «dndeHnHa». KnuHuyeckas kapTnHa, KapTMHa KPOBU
M KOCTHOrO MO3ra aHaslorMyHbl TakoBbIM Mpu aeduumrte
BUTamMuHa B4y, HO 0BbIYHO He OblBaeT rnoccuTta n GyHu-
KYJIIPHOro Mnenosaa.

BHyTpune4eHO4YHbIe XeJTyxu

depmeHTONaTNYEKME TUNEPONNNPYONHEMUN BO3HU-
KaloT MPENMYLLLECTBEHHO 3a CYET HEKOHbIOrMPOBAHHOM
(HenpsimMOli) dpakuun XenyHoro nNurMmeHTa (6onesHb
Xnnbbepa, cuHgpom Kpurnepa — Hainspa), cyuiect-
BEHHO peXe — 3a CYeT KOHBLIOrMpPOBaHHOW dpakunn
(cuHgpombl lybuHa — [xoHcoHa u PoTtopa). 3T Hapy-
LIEeHUs CBSI3aHbl C FEHEeTUYeckn OOYCNOBNEHHbIMU Oe-
dekTamm GEPMEHTOB MEYEHU, YYaCTBYIOLWNX B KOHbLIO-
rauuun, TPaHCNOPTUPOBKE N YaCTUYHO — 3KCKpeumn bu-
nMpyobunHa, Npruyem TPAHCMNOPTHbLIM HapyLUEeHUaM Npuaa-
eTcsl Bce 6onbluee 3HavYeHne. HEKOHbIOrMpPOBaHHbI 6U-
nMpyonH B Nfiasme MNpPOYHO CBS3aH C anbbymmHom. B
cuHycompax omnupybuH oTaensietcss oT anbbymuHa u
Janee npoxoamMT 4epes naasmMaTU4eckylo MemOpaHy C
MOMOLLBIO TPAHCMOPTHLIX 6efnkoB renatouuTta. B TpaH-
CMOpTE XEeNYHbIX KUCOT Yy4aCTBYIOT APYrMe NPOTEUHbI.

B pasButum 6one3num Xunbbepa n cnngpoma Kpurne-
pa — Haisgpa rnaBHas posib NPUHAANEXNUT BPOXOEHHOM
HepocTaTo4YHOCTU pepmenTa YOADPIT 1 B MeHbLUEN cTe-
neHn — pedekram pepMeHTa rmyTaTuoH-S-TpaHchepa-
3bl. Pepgkne GopMbl depMeHTonaTniecknx runepbunm-
pybuHemunin (cnHgpombl OybuHa — [xoHcoHa u PoTto-
pa) pa3BmMBalOTCS Mo, BO3OENCTBMEM BPOXAEHHOIO Oe-
duumta MRP,. HapyweHus obmeHa XenyHbIX MUrMeH-
TOB, npoTekawwme ¢ runepbunnpybuHemmen, mMoryt
OblITb BbI3BaHbI PA3/INYHBIMU MPUYMHAMMN:

1) yBennyeHnem nNpPoOAYyKLUN HEKOHBIOrMPOBAHHOMN
dOpMbI MMFMEHTA 3a CHET MOBbLILLIEHHOrO reMonn3a;

2) CHUXEeHWeM TpaHcnopTa HEKOHBLIOMMPOBAHHOIO Bu-
nnMpyburHa B NeYeHu;

3) HapyLeHMEM KOHboraumm 6unmpyburHa B NevYeHu;

4) BbIXOOOM 6UNMPYBMHA U3 NOBPEXAEHHOIO renaTto-
umTa (Npm pesko BbIPaXXEHHOM LINTONN3E) B KPOBb;

5) HapylweHreM cekpeunm KOMMOHEHTOB Xenyn ua re-
naToumMTa B XENYHbIM Kanuansap;

6) HapyweHMeM UMPKYNSaUUK Xenym no BHYTPU- U
BHEMNEYEHOYHbIM XENYHbIM MYTSM.

MepBble Tpu HapyLLEeHUs BNeKyT 3a COOOWN NoBbILLEHNE
YPOBHSI B CbIBOPOTKE KPOBW MPENMYLLECTBEHHO He-
KOHBIOMMPOBAHHOro BUNMpyobuHa, BTOpbIE TPU — MpPen-
MYLLECTBEHHO KOHBLIOTMPOBAHHOM €ro GopMbl.

MpuYmMHOM KPaTKOBPEMEHHbIX, TPAH3UTOPHbLIX rUnep-
OUNMpPyOGUHEMUIA ABNAIOTCS UHTOKCUKALMW ankoronem um
NlekapCcTBeHHbIMU cpeacTBaMn (cynbdaHnnaMmuaHble
npenapathbl, «JIEBOMULETUH», MHOOUMA, 3KCTPAKT MyX-
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CKOro nanopoTHuka n ap.) Apyras npuyinHa TpaH3nTop-
HbIX TUNepPOUNNPYBUHEMMIA Y MPaKTUYECKN 3O0POBbIX
nopen — pasnnyHble MHTEPKYPPEHTHbIE MHDekumn. He-
CKOJNbKO pexe cpenu npuymMH HabnopaloTcs Npexoas-
e HapylleHus KpoBooOpalleHUs nocrne Guanyeckmnx
Harpy3oK uam TPaBM.

Ewie HepaBHO € anarHo3om GepMeHToONaTUHeCckom rm-
nepdunnpybrHeMmn KOHKYPUPOBANo Apyroe onpepene-
HUe 3TOoN rpynnbl 3aboneBaHnii — 06pPOKA4YECTBEHHbIN
CeMeHbI renaTtos. MpakTnyeckn OT4YETIUBbLIE NPU3HA-
KM NMUITMEHTHOro renarto3a onpenensitoTcs TOJNbKo Mnpu
OYeHb peakom cuHgpome OybuHa — [koHcoHa. B Hac-
TosiLlee BPEMS AMarHo3 «4006pOKAaYeCTBEHHbLI cemeli-
HbI renaTo3» NO4YTU HE UCMOJIb3YIOT.

OnarHocTrka QyHKUMOHANBHbLIX rMnepbunupybuHe-
MWIA BbI3bIBAET CJIOXKHOCTM Y MPaKTUKYIOLLLErO Bpaya.
OObIYHO MauMEHTbl C HAacNeACTBEHHbIMU OCOOEHHOCTS-
M1 obmeHa GunupybuHa OIUTENbLHO nevyaTcs No nosoay
XPOHMYECKOr0o renatmta Uin reMosIMTUHECKON XENTYXM.
M x0T dyHKUMOHaNbHbIE rMnepbunnupybuHemmnn B psige
cny4yaeB gaxe He TPebyIoT eYeHns, HYXXHO CTPEMUTLCA
pokasaTb guarHo3. CBoeBpeMeHHas gmarHocTmka nsba-
BUT NauyeHTa OT MHOMOYMNCIEHHbLIX 06CNef0BaHNIA, NpU-
eMa HEeHYXHbIX JleKkapCTB, HeonpaBOaHHOM TpaThbl
CPEeACTB M BPEMEHW, MO3BOAUT MPaBUIbHO MPOBOAUTL
3KCNepTU3y TPYAOCNOCOBHOCTU U T. A. [MpaBUnbHbIN on-
arHo3 BaXXeH, HakKoHel, O/ CMOKOWCTBUS GONBHOro un
€ero poacTBeHHUKoB. O4Ha 13 MaBHbIX MPUYMH AnarHoc-
TUYECKUX OWMNOOK — HEOCBEOOMIIEHHOCTb Bpadver o
yacToTe QYHKUMOHaNbHbIX rMnepbunupybuHemnii. B
pasHbix CTpaHax oHa cocTtaBnsieT 3—15%. Haunbonee
pacnpocTpaHeHa 6one3Hb XXunbbepa.

CuHapom Kpurnepa — Haisipa B OCHOBHOM BCTpeYa-
eTcsa y AeTeii. Y B3pOC/blX NOAO3PEHNS HA AAHHbIA CUHA-
POM BO3HMKAKOT MPU HEKOHbLIOMMPOBAHHLIX rMnepbunm-
pyObUHEMUAX C NEPUOOMYECKUM MOBbLILLEHWEM YPOBHS
6unnpybuHa B 6—7 pas 60sblue HOPMbI.

K ¢pyHKUMOHaNBHBLIM rIMNEPOUNNPYBUHEMNSIM OTHOCSATCS:

1. TMnepbunMpyobrHemMnn 3a CYET HEKOHbIOMMPOBAH-
Horo 6unupybuHa.

1.1. BonesHb Xunwbepa, cuHapom Kanbka (noctre-
NaTUTHbLIN BapuaHT), cuHapom MelneHrpaxra.

1.2. Cunppom Kpurnepa — Harapa | v Il Tvna.

1.3. CuHpapowm Jliocn — Odpuckona.

2. TnnepbunmpyobrHeMum 3a CHET HEKOHbIOrMPOBAH-

HOI0 U KOHBLIOrMPOBAHHOIO BUNNpybuHa.
2.1. Cunpgpom LybuHa — [OKOHCOHa.
2.2. CuHppom Potopa.

2.3. CuHppom AareHeca.
2.4. CuHppom Bainepa.
2.5. MepBuyHasa rmnepbunmpybruHemus.

KpaTko OCTaHOBMMCS Ha KaXAOM M3 MpuBeneHHbIX
CUMHAOPOMOB.

Bone3Hb Xunbb6epa. PaznnyaioT «BPOXAEHHbIN» Ba-
pvaHT 6onesHu, nposinswowminca B Bo3dpacte 12—30
net 6e3 npeaLwecTBYOWEro OCTPOro BUMPYCHOro rena-
™MTa, 1 MaHNPECTUPYIOLWNIA NOCAE OCTPOro BUPYCHOro
renatnta (cuHgpom Kanbka). B nocnegHem cnydae
HabnopgaeTcs Tak Ha3biBaemasi, noctrenaTnTHas rmnep-
ounnpybunHemms. NprnyemM oHa MOXET OblTb CBSI3aHa He
TOJIbKO C MPOSIBIEHUEM TEHETUYECKOro AedekTa, HO 1 C
pPasBMTMEM XPOHMYECKOr0 BMPYCHOrO renaturta. Takue
6osibHblEe NognexaT TuwatenbHoMy HabnoaeHunio. Heob-
XO0OMMO MNPOBOAUTbL AnddepeHumanbHyo OnarHoCTUKY
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Mexay cuHapoMom Xunbbepa M XPOHMYECKUM BUPYC-
HbIM renatnTomM. COOTHOLLIEHNE MYXXUYMH N XXEHLLIMH COC-
TaBnset 3:1. Xentyxa aBNse€TCA OCHOBHLIM CUMIMTOMOM
3ab01eBaHNA M MMEET ClefnyloLme xapakTepHble 0COo-
OeHHOCTW:

- GbIBAET XPOHMYECKOWN U MHTEPMUTTUPYIOLWEN. Tunmy-
HO YCUJIEHME XENTYXM nocyie MHPEKLUNOHHbIX 3abonesa-
HUIM, SMOLMOHANbLHON U GU3NYECKON Harpy3ku, npnema
npenapartoB, B MeTaboinM3mMe KOTOpPbIX Yy4acTByeT
YOOPIT. Kpome TOro, Xentyxa MOXeT yCUIMBaTbCS Moc-
Jle rofiogaHns, pBoThl;

- CTEMNEeHb BbIPAXEHHOCTU XEeNTyxu pasnuyHas (4a-
e — TOJIbKO WMKTEePUYHOCTb CKiep, Y psaa 60nbHbIX
BO3MOXHO A0OCTaTO4YHO BblpaxeHHoe auddy3Hoe maTo-
BO-XENTYLLIHOE OKpalLUMBaHME KOXM U BUANMBIX CIN3UC-
TbiX 060/104EK UM TOJIbKO YaCTMYHOE OKpalLMBaHWe na-
LOHEN, CToNn, NOAMbILLIEYHbIX BNAOuH);

- MOryT HabnopaTbCs KCaHTenasmbl BeK, MUrMeHTa-
LM N1La, pacCesiHHbIE NATHA Ha KOXE;

- B HEKOTOPbIX Cy4asix MOXET OblTb 6e3XenTyLIHbI
BapuaHT 3aboneBaHus, XOTS YpoOBeHb 6uanpybuHa B
KPOBW MOBbILLEH.

BonbHble YYBCTBUTENbHBI K X0104Y. Y HUX 4acTo nosiB-
nsaeTca «rycuHasa koxa». MNpunbnuautensHo 1/3 naumeH-
TOB Xasiobbl He NpeabsABNsoT, a y 2/3 oTmMevyaroTcsl ac-
TeHN4Yeckue ABeHns 1 Tynast 60Jib B BEPXHEN NONIOBUHE
XWBOTa, Ancnencuyeckne aeneHus. Y 60bHbIX BbISiBNS-
IOT MOBLILEHHYIO PEAKTUBHYID U JINYHOCTHYIO TPEBOX-
HOCTb, MJIOXO€ CaMOYYBCTBME N CHUXEHNE aKTUBHOCTU,
4TO CrnocoBCTBYET PA3BUTUIO aCTEHNYECKOro CUHAPOMA.
3yaa KoXun Het. MeyeHOoYHbIX 3HAKOB, Kak MpPaBWO, He
Habnopaetcsd. lNeyeHb HOPMaNbHOM KOHCUCTEHLUU,
rnagkas, 6esbonesHeHHas, MOXeT OblTb HE3HAYUTENBHO
yBenmyeHa B nepuopabl obocTpeHuin. CeneseHka Hop-
MasibHOW KOHCUCTEHUMM U pa3MepoB (M3peaka HesHa-
YNTENBHO YBENNYEHA).

Y naupeHToB ¢ cuHapomoM Xunbbepa BbISBASIOT MO-
BbILLEHHbI YPOBEHb remornobuHa (6onee 160 r/n), Hes-
HAUYNTENbHBLIA PETUKYNOLUMTO3, CHMXEHME OCMOTUYECKOWN
CTOMKOCTU 3pPUTPOLMUTOB. YBENMYEHME COAEpPXaHus re-
MOIMo6MHa B KPOBM CBA3bLIBAIOT C €ro U30bITOYHLIM CUH-
TE30M MNpW MOBLILLEHHOM YPOBHE OUNMpyObrHa B KPOBU U
TKaHsix. B page cnyyaes cuHapom Xunbbepa coyetaetcst
¢ cuHapomamn Mapdana, dnepca — [anno. OcHOBHOMN
npu3Hak 0oNe3Hn — ymMepeHHas rmnepobunmpybuHemms
NPENMYLLLECTBEHHO WN UCKIOYUTENIBHO 3a CYET Henpsi-
Moro 6unmpybuHa. Yaule ypoBeHb 00uwero ounmpybuHa
konebnetcs B npepenax 25—60 mkmonb/n. Bo Bpems nH-
TEPKYPPEHTHbIX MHDEeKUU, ynoTpebneHus ankorons,
TpaBM OH MoXeT nosbiwatees go 100—120 mkmonb/n.
CopepxaHne obero 6enka 1 6enkoBbix Gpakumin, ammn-
HOTpaHcdepas, wenoyHon ¢docdarasbl, XonecrtepuHa,
nokasarenn TMMOJIOBOW NPobbl HE U3MEHEHbI.

PaspaboTaHbl U cneumanbHble TeCTbl A8 AUArHOCTU-
kn cuHpgpoma Xunobepa. Tak, orpaHU4YeHne SHepreTu-
4yeckon ueHHocTu nuwm go 400 kkan/cyT wnm ronopa-
HVe B TeYyeHMe 2 CyT MPMBOOUT K YBENIMYEHUIO MOKasa-
Tensa ceobogHoro GunupybuHa B KpoBu. BHYTpUBEHHOE
BBegeHne 40 Mr HMKOTUHOBOW KMCNOTbI CNOCOOCTBYET
CHUXXEHUIO OCMOTUYECKOW CTOWKOCTUM 3PUTPOLIMTOB U
YBENMYEHNIO YPOBHS GunupybuHa B kpoBu. Mpuem de-
HoGapbutana no 3 mr/kr B Te4eHme 5 cyT MHULMMPYET
CHUXEHME YpPOBHS 6uUnmMpybuHa B kpoBu. [MpumeHsioT
TaKkxe pndamMnmumMHOBLIA TecT: nocne BBeaeHns 900 mr
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pudamnuuuHa ypoBeHb OGunnpybuHa B KPOBM 3Hauu-
TenbHO nosbiwaeTcs. Uckniounte 6onesHb XKunbbepa
NMo3BOJNIAIOT OTpuLATENbHbIE PE3yNbTaTbl MPOBOKALMOH-
HbIX TECTOB.

Mpwn ynbTpasBykoBOIi xoneuuctorpadumnm MoryT onpe-
DenaTbcs ANCAYHKLMSA MO rTMAep- U TrMNOMOTOPHOMY TU-
ny, Npy MHOrOMOMEHTHOM AyO[eHaNbHOM 30HAMPOBA-
HUM — ANCOYHKUMSA XenyeBblBoaaWwmMX nyTei (¢ npeob-
nagaHneM rmrnoMoTOPHON ANCHOYHKUMM XENYHOro MNy3bl-
ps); HapyweHns oyHkumm chuHkTepa Opoun (runo- nn-
60 rmunepToHyc). Mo4YTn y Bcex 6GOJbHbIX BbIABAAOT U3-
MEHEHUs BUOXMMNYECKOrO COCTaBa Xesn4yu, a Takxke no-
Kasarvesnen, xapakTepusylolmx ee JIMTOreHHOCTb: CHU-
XXEHUE XOJIEBO-XONIECTEPUHOBOIO KoadpduumeHTa n xo-
laTO-X0NECTEPUHOBOIO0 MHAEKCA, MOBbILIEHNE MHAEKCca
nMToreHHocTn. CymTaeTcs, 4TO MauMEHTOB C CUHAPO-
Mom Xunbbepa crnemyet OTHECTM K rpynne pucka no
pasBUTUIO XoNnennutunasa.

CuHgpom MeiineHrpaxra [o HegaBHEro BpPEMeEHU
cyMTanu NnoYTU CMHOHUMOM cuHapoma Xunbbepa n He-
peako naTtosiornto Aaxe HasbiBanv CUHAPOMOM Xusib-
6epa — MeiineHrpaxrta. OgHako no3xe Oblio AoKa3aHo,
4YTO 3TO pasHble CUHOPOMbI CO CXOAHOW KJIIMHUYECKOM
KapTUHON. Nx oblime NposiBNEHUS — CHUXEHME YPOBHS
6unmpybrnHa npu HasHa4YeHUN aKkTUBaTOPOB MUKPOCO-
MasibHbIX PEepPMEHTOB NMeYeHn, Bo3pacT MaHudecTaumu,
VHTEPMUTTUPYIOLLNIA XapakTep XeNnTyxu, ypoBeHb 6unum-
pybuHa B kpoBu He 6onee 80—100 MKMOnb/n 3a cyeT
HEKOHBLIOMMPOBAHHOW GpakLMK, KIMHUYECKue nposiBie-
HUS B BUOE UKTEPUHHOCTU KOXM U CIN3UCTbIX 060104€EK,
aucnencumn, acteHun. Ho npm aTtom cuHapome Habsto-
[AaeTcs TOMbKO W30/MPOBAHHOE CHUXEHME aKTUBHOCTU
YOODIT, a membpaHa renartoumtTa akTUBHO y4acTBYET B
3axBaTe 6unMpyobuHa.

Mpu 6oneann Xunbbepa 1 CXOOHbIX C Hell BoilLenepe-
YUCNEHHBbIX CUHOPOMaXxX YPOBEHb GunMpybuHa B KPOBU
HOpManNu3yeTcs nopg, BavsHMeM deHobapbuTana, KOTo-
pbii yBENNYMBAET aKTUBHOCTb MIOKYpPOHUNTpaHcdepa-
3bl B renatoumntax. JaHHblin GakT Takke MOXHO UCMOSb-
30BaTb Kak AMarHocTu4eckunin Tect. MNporHos aTnx 3abo-
JNIeBaHWIA O0CTATOYHO cepbe3eH. [Mpu HabnogeHun 3a
60NbHbIMM B Te4yeHue 4—6 neT noYTM y MNOJIOBUHbI U3
HUX Ha4yMHaeT onpeaensiTbCs paclMpeHne BOPOTHOW
BEHbI 1N BEH NULLEBOAA.

Ypessbl4anHO BaxHa gupdepeHunanbHasa guar-
HocTuka 6ose3Hn Xnnbbepa i 6NN3KNX K HEN CUH-
OPOMOB C Apyrnmu 3abosieBaHus MM, CONPOBOXAAOLLM-
MWUCS HEKOHBbIOTMPOBAHHOW rUnepéunnpybuHemue.
Kpyr atux 3abosieBaHuini 0OCTATOYHO LUMPOK, a KJIMHU-
yeckoe Te4YeHue U NMPOrHO3 3HAYUTENBLHO TSAXenee, Yem
npu 6oneaHn Xunbbepa. Tak, HEKOHbIOrMPOBaHHAsA -
nepounnMpybrHeMms MoXeT BblTb CBSiI3aHa C BUPYCHbIM
renaTMToM, asikorosibHbiM MOpPaXeHNnem MNeYvyeHn, remo-
JINTUYECKOI aHEMUEen 1 TONbKO Y HEMHOTMX NauneHTOB
— ¢ cuHagpomMom XKunbbepa.

OnddepeHumnansHas guarHoctuka 6one3Hun Xunwbe-
pa u ankorosibHOro cTeatorenatuTa C HEKOHbLIOrMPO-
BaHHOW runepbunupybrnHemmeli 6e3 NHBa3MBHbIX METO-
[OB UCCNeAoBaHUSA JOCTATOYHO ClioXHa. Ona 6onesHu
XKunbbepa xapakTepHa OTHOCUTENIbHO MOCTOSIHHAs -
nepbunupybuHemuns ¢ cogepxaHmem 85—95% He-
KOHbIOTMPOBAHHOIO 6GuUNMpybuHa B COYETaHUM C Hop-
MaJlbHOM aKTUBHOCTbIO aMUHOTpaHcdepas 1 OTCyTCTBU-
€M MOBbILLEHNS B CbIBOPOTKE KPOBM KOHLIEHTPALUN XO-
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nlecTepuHa U Apyrux amnngoB. B GONbLUMHCTBE CBOEM
3ab0J1eBaHME BMNEPBLIE BLISBASIOT Y MY>XXYMH B BO3pacTe
16—26 net. BoisBneHne npu nccnegoBaHUsaX nepuoan-
YECKOro MOBLILWEHUNS HE TOJIbKO HEMpsiMol, HO U Mnps-
Mol dpakumm 6unmpybuHa, a Tem 6onee B CoO4eTaHUM C
MOBLILLEHMEM YPOBHSA TpaHcdepas UM U3MEHEHUEM
NPOTENHOrPaMMbl AAeT OCHOBAHME MPennosioXnTb Ha-
nnyme y 60sIbHOro rmnepbunmupybruHeMmnyeckor Gopmbl
XpoHudeckoro supycHoro renatuta C (HCV) unu xpoHu-
4YeCcKOro ankorosbHOro ctearorenaTuTa.

B cnydae akTMBHOM OPMbI aNKOrosibHOM >XMPOBOW
oucTtpodun, npoTekallen ¢ NPenMyLECTBEHHO He-
KOHBLIOrMPOBaHHOW runepbunmpybnHemmnein, npu nos-
TOPHbIX NabopaTopHbIX MCCNEAOBaHUSIX HEPEOKO BbIsIB-
NS0T 3HaunUTENbHble konebaHus ypoBHS OunmMpybuHa c
CYLLECTBEHHbIM YBEIMYEHVUEM [0S KOHBLIOMMPOBAHHOIO
nurmeHTa. MNMeprnogunyecku (Yawe KpaTkoBpeMeHHO) Hab-
nopatTcs ymepeHHole (1,5—3 pasa) nogbembl akTuB-
HOCTN aMMHOTpPaHcdepas, Hepeaku cryyan NoBbiLLEHUS
YPOBHEN TPUMMNLEPUAOB, XONecTepuHa 1 gpyrux aunu-
poB. Mpn Y3U oTmevaeTcs rmnepaxoreHHOCTb MeYeHN.
YBenuyeHne pasmMepoB neyveHn HabnaaeTcs Hepeako,
HO paneko He Bcerpa. B 6onblwmHCTBE cnyvaeB 3abone-
BaHWe BbIABNAIOT B Bo3pacTte nocne 30—40 net. Ouar-
HO3 cTeaTorenaTutTa MOXET CHMTATbCs OKOHYaTESbHbIM
npyv NOATBEPXAEHUM €ro AaHHbIMM OUOMCUM MEeYEHW.
Ona nopTeepxaeHns gnarHosa renatmuta C HeobxoanMmo
NMPOBECTU BMPYCOJIOrNYECKNEe UCCNeaoBaHUs.

Ewe opHa rpynna 3aboneBaHuii, C KOTOPbIMU HEOOXO-
OVMO NpoBOauTb AnddepeHunanbHyio OUarHoCTuKy —
reMosiMTuyeckne aHemummn. Mpu 9TOM BaXKHO Y4YUTbIBATb,
4TO MaHndecTpyeT 3aboneBaHne Npu reMoINTUYECKMX
aHemusax B Bo3pacTe A0 10 net, a npu 60ne3nn Xunb-
6epa — nocne 11—30 net. Mpu3Haku aHeMUN, N3MeHe-
HMe dOpPMbl 3PUTPOLMTOB U UX OCMOTUYECKOW pe3unc-
TEHTHOCTU, MNPOAOIIKUTENBHOCTU XM3HWU, MOJIOXUTENb-
Hasa npoba Kymbca ponsa 6onesHn Xunbbepa He xapak-
TEPHbI, B OTAMYME OT FEMOJINTUYECKUX aHemuin. He-
CMOTPS Ha HOPMasbHYK KapTUHY nepudepunyHeckon
KPOBU, Y BCEX BOMbHBLIX C MNOBLILLEHNEM OMIMpyOMHa 3a
CYET HenpsiMoOM dpakuum UCCNenyloT TECTbl, KOTOpble
MOryT CBUAETENIbCTBOBATL O MOBLILUEHHOM TEMOJIM3E:
npsamas n Henpsmas peakuus Kymbca, onpepeneHuve
KONIM4ECTBA PETUKYNOLMTOB, a Takxke akTMBHOCTb JIAT n
KOHLIEHTpauus rantornoduHa B CbIBOPOTKE KpPoBu. Mpu
HOPMaJIbHbIX MOKa3aTensix OCTasIbHbIX LMTOUTUHECKNX
depMeHTOB yBenuyeHne aktusHocTtu JIAI B nomo6Hom
CUTyauMn CBUAETENLCTBYET O MOBLILUEHHOM FreMosin3e.
Mpu 6uoncun nedyeHu B renatouuTax npu 6one3Hn
XKnnbbepa obHapYyXMBaOT HakomniaeHne nunodycumHa,
a npu reMonnUTUYECKNX aHEMUAX — reMocuaepuHa. Mpu
reMOJINTUYECKNX aHEMUAX N Opyrux 3aboneBaHusx ne-
YeHN KPaTKOBPEMEHHOE YaCTUYHOE ronofaHme He npu-
BOAMT K YBEJIMYEHUIO rMnepdbunnmpybnHemMmmn, B otanyme
oT 60ne3Hm Xunvbepa. He HabnogaeTcsa Takke HopMa-
nM3aumm ypoBHa BunmpybrHa B KPOBW MOA, BAUSIHUEM
neyeHunst peHobapbuTanom.

Kak nckntoyeHme, npu cuHgpome XXunbbepa BcTpeya-
etca runepobunmpybnHemus ebie 136,8 mkmonb/n. B
TakuMxX Cny4asx Hy>XKHO, NMpexae BCero, UCKIUYNTb CUHL-
pom Kpurnepa — Hangpa (Il Tmn). lNomoraeTt B npose-
neHun andamarHosa onpeneneHne Bo3pacrta MaHudec-
Taummn 3aboneBaHns U NPOBOKALMOHHbIE TECTHLI, pa3pa-
6oTaHHbIe ansa 6onesHn Xunbbepa.
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Cungpom Kpurnepa — Haiiapa. OTO reHeTuy4ecku
obycnoBneHHoe 3abosieBaHnE, C OQVMHAKOBOM 4acTOTOMN
BCTPEYaeMoe y ManbymkoB 1 gesoyek. NatoreHes — oT-
cytcteue (I tun) nam cHuxenme (Il TMn) akTMBHOCTU
YOODIT. XKentyxa 3a CHET HEKOHBLIOMMPOBAHHOIO GUIM-
pybuHa y HOBOPOXOEHHOro Pa3BMBaeTCs paHO U MOXET
ObICTPO HapacTaTb. [Mpn3HaKoB MOBLILLEHHOrO FEMON-
3a U aHEMMUN HET. 3aMEeTHOro yBeIM4eHUs NeYeHn n ce-
Ne3eHkn He oTMevaeTcs. Kpome nNUrmMeHTHOM, ocTab-
Hble QYHKLMOHAJbHbIE MPOObLI MEeYeHN NpPakTUYEeCKkU He
M3MeHeHbI. XKeNnyHblX MMIrMEHTOB B Moye HeT. Konuyec-
TBO CTEPKOOUNMHA B Kane yMeHblueHo. Bbloensior noge
pPasHOBMOHOCTN 3ab0neBaHus.

Mpwn cuHgpome Kpurnepa — Haviapa | Tuna copepa-
HVE HEKOHBLIOrMPOBAHHOIO OUNMPYOMHA B KPOBU MPEBbI-
waet 200 MkMonb/n. BunnpybuH HakanneaeTcs B aapax
CEeporo BELLECTBA rOMIOBHOMO MO3ra, B pes3yfnsrare 4ero
pasBMBalOTCA Cyaoporu, ONMCTOTOHYC, HUCTarM, aTteTos
M T. 4. MaHndecTmpyeT B nepBble 4acbl XN3HU, MPUYEM
yaule OosibHble nMormbaloT Ha MEPBOM rogy XWU3HU OT
A0EPHON XEenTyxu. NM3meHeHun nevyeHn (BMOXMMNYECcKIX,
rmcrosiormyecknx) He Hadbnogann. Mpoba ¢ peHobapdu-
TanoM He JaeT pesynbrata (peHobapbutan nHoyumpyet
aktueHocTb YAMIT, HO B CBSI3M C OTCYTCTBMEM 3TOrO
depmeHTa npenapaT He NMeeT ToYKU NpuoxeHus). Ons
NleyeHns NpUMEHSIIOT GoToTepanuio, KPoBOMyckaHus, 00-
MEHHbIE NMepennBaHusl KPoBu, Nnaamadepes, TpaHCnIaH-
TaLMIo NeYeHn, MeToabl FEHHOM NHXEHePUN, BBOAAT allb-
OymMuH. doToTepanusa cnocobCTBYET pa3pyLUEHUIO BUIn-
pybuHa B TkaHsx. YacTble ceaHcbl ¢doToTepanun (Oo
16 4/cyT) NO3BONSAIOT NPOASIUTL XU3Hb B0ONbHLIM. MeTog,
adpdekTrBeH B 50% cny4yae, ero MOXHO NMPUMEHSTb aM-
OynaTopHo. OgHako gaxe npu xopollem adpdekte GoTo-
Tepanuu B TeyeHue nepBbix 20 NeT XU3HU MOXET pas-
BUTbCA faepHas xentyxa. Moatomy ¢oTtoTepanuio cne-
OyeT paccmatpmBaTb Kak MOAroTOBKY K TPpaHCMaHTaumm
neyYeHn, KoTopas NPUHLMNMANbLHO yiyyllaeT NporHo3 3a-
6oneBaHusl, cNocoBCTBYS HOpManu3aumm obmMmeHa 6unu-
pybuHa. KpoBonyckaHusi, 0OMeHHbIE NepennuBaHns Kpo-
BUW, nnasmadepe3 meHee aPPHEKTUBHBI.

lNpu cuHapome Kpurnepa — Hauapa Il Tmna maHn-
decTaums HacTynaeT HEecKosIbkO MO3Xe — B MnepBble
MecsLbl XM3HW. [posBNeHnss CX04HblI C TAKOBLIMU CUH-
npoma | TMna, Ho MeHee Tsxenble, 6narogaps NpUcyTc-
TBMI0 B renatoumtax YO®PI'T, XoTa akTUBHOCTb ee 3Ha4u-
TeNbHO CHMXeHa. YpoBeHb HEKOHBLIOTMPOBAHHOIO BUIN-
pybuHa B kpoBu He pocturaet 200 mkmonb/n. ocTta-
TOYHO 3 PekTUBHLI peHobapbuTan n putToTepanus.

Cungpom Jllocn — [puckona — penkuin BapuaHTt
HacnencTBeHHOW runepdbunnpybuHemumn. MaHudecTun-
PYET B NMepBble AHU XMU3HU U N1LLb Yy TeX AeTel, KOTOPbIX
BCKapMJIMBaIOT MOJIOKOM MaTtepu. PasBuBaeTcs Bblpa-
XEHHas rmnepobunupybnHemMms 3a cHeT HenpsiMon gpak-
umn, pocturawowas 340 mkmonb/n. BoamoxHa 6unupy-
6uHoBas sHuedanonatus. HapylweHne KOoHblOrauum
00YCNOB/IEHO COAEPXaHNEM B MOJIOKE MaTepu UHrmbu-
Topa YOPIT, noaTomMy nocne npekpaweHUss KOPpMIeHus
rpyablo B TEHEHME HECKONBbKMX OHEN XenTyxa ncyesaer.

lMepBuyHass rmnepouanpy6uHeMmnss — O4YeHb Pea-
Koe 3abosieBaHue, CBSI3aHHOE C M36bITOYHbIM 06pPa3o-
BaHMEM PaHO MeyeHoro GunupybmnHa B KOCTHOM MO3re.
MpuyrHOI cuMTalOT NPEexXneBPEMEHHOE pa3pyLUeHne B
KOCTHOM MO3re He3pesblx NpenllecTBEeHHUKOB 3pUTPO-
UNTOB, TO €CTb HE3a(h@EKTUBHLIN IpUTPON033. B nepu-
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depunyeckor KpoBM 3pUTPOLNTLI Pa3pyLLalTcs C 00bIY-
HOW CKOpPOCTbIO. KnnHuyeckn 3aboneBaHne NposiBAsieT-
CSl KOMMNEHCMPOBAHHLIM FEMOJIN30M.

Cunpgpom fabuna — [PKOHCOHA 3aKO4aeTCs B He-
cocToATenbHOCTU ATM-3aBUCUMON TPaAHCMOPTHOW CuUC-
TeMbl renaTtoumMToB (KaHasbLlEB), B pe3ynbraTe 4ero
yXyOLlaeTcsa TPaHCNopT OunuMpybuHa B Xenyb U paxe
pas3BMBaeTCcs ero pedokc U3 renaToumnToB B KPOBb. 3a-
OoneBaHve [ebIOTUPYET Y MyX4MH B Bo3pacTte 20—30
net. KnuHuyeckass kapTuHa npeacTtaBfieHa MOCTOSAHHOMN
xentyxon 6e3 3yaa unu (peako) ¢ HeBOoNbLMM 3yO0M,
6onblo B NpaBoM nogpebepbe C NepUognveckum ycune-
HMWEM MO TUMY XENYHbIX KONWK, BblPaXEHHbIMU aucnen-
CUYECKUMU SIBNEHMSIMU, YTOMJIIEMOCTbIO, MIOXUM anne-
TUTOM, cyb6debpusibHON TeMnepaTypon, renaTtomMmeranm-
eli. BoamoxHa cnneHomeranua. lnarHoctvka cMHapomMa
JabuHa — [>XOHCOHa OCHOBaHa Ha BbISIBIEHUU B KPOBU
KOHbIOrMPOBAHHOM N HEKOHBLIOMMPOBAHHOW (3a CYEeT ae-
KOHblOraumm n pednokca 6unmpybuHa B KpoBb) rmnep-
ounnmpybuHemnn go 100 mkmonb/n, a B MoYe — Bunmpy-
OuHypun. Mokazatenu LL®P ob6blMHO He M3MeHEeHbI. Xa-
pakTepeH MNOBTOPHbLIN NOALEM YPOBHS BpomMcynbdaneun-
Ha B KPOBW 4epes3 2 4 nocne BeegeHus. MNMpu xoneumcror-
padum TEHM XENYHOro Ny3blpst HE BUAHO. YXyalleHue,
KaK npaBwuio, HacTynaet Ha ¢oHe GepeMeHHOCTU un
nprvema nepopanbHbIX KOHTpauenTueoB. Makpockonu-
YEeCKM B TKaHW MeYeHW OnpenenstoTcs TeMHble NATHA
(«LuoKOnagHas neyeHb»), NOsIBIEHME KOTOPbLIX CBSA3bIBA-
I0T C HapyLeHWeEM CeKpeuun MeTabonnuToB TUPO3WHa,
TpuntodaHa, dpeHnnanaHnHa. MmnMKpPOCKONUYECKN BbISIB-
NA0T rpybble 3epHa NUrMeHTa NMnodycumHa, KoTopble
HaKkanIMBalTCA MPEeUMYLLECTBEHHO B LEHTPE [OOJNEeK.
JleyeHne He padpadboTaHo, NPOrHO3 61aronNpPUATHBLIN.

CuHapom Potopa CBfi3aH HE TONbKO C HapyLUeHWEM
akckpeunn 6unmpybuHa (kak npu cuHgpome JabuHa —
J>KOHCOHA), HO U C HapyLLUEHMEM ero 3axBaTta CUHYCOU-
JanbHbIM MOJIIOCOM renatoumnToB. Yalle pasBmBaeTcs y
Manb4ynkoB B nybepTaTHbI nepuod. KnuHuka cxogHa ¢
TedyeHnem cuHapoma LabuHa — [koHcoHa. B kposu
onpeaensetca runepbunmpyduHemms go 100 mkmonb/n
(B paBHOl Mepe MOBbLIWEHbI NokasaTenn MnPsSMoro u
HenpsimMoro 6unupybuHa). Habniopaiotcs 6unmpyouHy-
puvs, HapylweHne nornoweHns 6pomcynbdanenHa neye-
HblO, HO 6€3 BTOPOro Nnka KOHLLEHTPaLUMN B KPOBU, Kak
npu cnHapomMme JabvHa — OxoHcoHa. Mpu xoneuncTor-
padum XenyHblii Ny3blpb KOHTPacTupyetcs. MNpu 6uon-
CUN MEYEHU HaKOoMJeHne MUIrMeHTa BbISBASIOT PEaKo.
Bonee xapaktepHa MesfikokanesibHas Xuposasi AUCTPO-
dusa, NPENMYLLECTBEHHO MO XOA4Y XEN4YHbIX KanunnsapoB.
JNleyeHune He pa3paboTaHo, NPOrHo3 61aronpPUATHbIN.

Cungpombl JabuHa — xoHcoHa 1 PoTopa B nepeyto
ovyepenb Heob6XxoaMMO NP hepPeHUMPOBaATL C XPOHUYEC-
knMm renatutom C, ankorofibHbIM cTeaTorenatuToMm,
cTepTol popMon reMonnTnyeckon 6ones3Hn. Onsa yroy-
HEeHWs1 AMarHo3a Npu NoJO3PEHNN HA XPOHUYECKMIA re-
natnt C nnn ctearorenatnt HeobxoaMma MyHKUMOHHas
Omoncusa nNeyYeHun, C NOMOLLbID KOTOPOW BLISBASIIOT OCO-
OEHHOCTU HaKOMEHNSA NUTMEHTa NMpu GYHKLMOHANbHbIX
runepobunmpybuHeMmmnax (Cm. onucaHme CUHOPOMOB)
W NPU3HaKKM renaTtmra.

HeKoHbIOrMpoBaHHble TMNepouUnMpyonHemmn, npoTte-
Kalowpne CO 3HAYUTENbHLIM YBEIMYEHMEM CENIE3EHKN U
nevyeHun, cpasy UCKIOYaIT BO3MOXHOCTb Kak OCHOBHOIO
3aboneBaHunsl, BblLENEPEYMCNEHHbIX GepMeHTonaTui,
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HaumHasa ¢ 6onesHun Xunbbepa n 3akaH4MBas CUHAPO-
MoM PoTopa. 3To xe kacaeTcs HabnoaeHWi co 3Haun-
TEeNbHLIMU N CTOMKMMWU FMnepTpaHCaMUHA3EMUAMU U
runeprammarnodbynuHemuamun. Jaxe peaynbtatbl 04-
HOKpaTHOM 6uoncuu, noaTeepXxpalowme Hannume aob-
poKa4yecTBEHHON runepbunnpybnHemmnun, B noaobHon
CUTyaLMn He JOMKHbI YAOBNETBOPSAThL Bpaya. Heobxoou-
MO npojomkaTe HabnoaeHne 3a 60JIbHBIM B TEHEHME HE
MeHee 6 MeCc C NOBTOpHOW Buoncueir. MMeHHO Takom
BUA HabNOeHUs 4acTo [aeT peLualollylo AMarHoCTU-
4ecky nHdopmMaumio.

PacnosHatb xpoHudeckuii renatut C, nommmo 6uon-
cumn, nomoratoT mapkepbl HCV 1 Takme npusHaku, Kak
OTHOCUTENbHO Gosbluas A0NS KOHbIOMMPOBAHHOIO 6u-
nmpybuHa, kotopas BpemeHamun gocturaet 30—50% ot
obLero, nepMoanveckm OTHOCUTENIbHO HEBOoJbLLIOE MOo-
BblLLEHWE YPOBHS TpaHCcdepas.

Mpn cteatorenatute ankoOrofbHOrO MPOUCXOXAEHUS
M3MEHEHNST YPOBHS GunnpybuHa 1 akTUBHOCTU TPaHC-
aMunHa3 B CbIBOPOTKE KPOBM 6IM3KM K TaKOBbIM MPU XPo-
Huyeckom renatute C. Jns ankorofibHOro crearorena-
TUTaA XapakTepHbl HApyLLIeHUs NMNMOHOro obmeHa (yme-
pPEHHas rMNepxofieCTepUHEMUs, rMnepTpurinuepuae-
MUsl, peoko — XunesHasi CbiIBOpOTka KpoBu). Ecnn Het
abCTMHEeHUMN, B TpeTu cllydaeB 3aboneBaHue MMeeT
NpoOrpeccupylomini xapaktep n B tedeHne 4—6 net
pasBMBalOTCS HapPYLUEHMS MOPTaNbHOrO KpoBoobpatlle-
Hus. MNpu 3TOM cpegHuii Bo3pacT 60JIbHbIX COCTaBnseT
40—50 neT, Toraa Kak 60NbLUIMHCTBO BbILLENEPEYNCIEH-
HbIX 00O6POKaYeCTBEHHbIX rMNeponnmpyorHemMuii MaHmn-
decTmpyeT B paHHEM OEeTCKOM BO3pacTe.

Hanbonee cnoxHa anddepeHumanbHas anarHocTuka
CO cTepTbiMu dOpMaMM reMonmTuHecknx aHemmn. Ee
NMPUHUMMNBbI Takue Xe, Kak U npu 6onesnn >Xunbbepa.
YpoBHU remMornobuHa, pPeTuKyIoOLMTOB U aKTUBHOCTb
NAI B cbIBOPOTKE KPOBU OOLIYHO MCCNenyloT TpoekpaT-
HO C WHTepBanamu B 5—7 CyT; OOQHOKPATHO — TECT C
HYKNMaamMm xpoma.

Cungpom AareHeca (HOpPBeXCKUI xonectas, no0po-
Ka4eCTBEHHbIN CEeMENHbIN BO3BPATHLIN xofnectas) —
nposiBNsSieTcs HapylweHneMm YHKUUM MNeyYeHun Bcnepnc-
TBME rmnonnasnn ee nuMdaTn4ecknux CoCyaoB C pa3Bu-
Tnem xonectasa. MaHugecTupyetr 00ObIMHO B HeoHa-
TanbHbIA nepuod. Bo3MOXHbI peunamBbl y B3POCIbIX.
XKentyxa MOXET MMEeTb MHTEPMUTTUPYIOLLEE TedvyeHue,
conpoBoxpaTbes aeduumtom ButammHa E, B pesynsra-
Te KOTOPOro BO3HMKAOT AereHepaTUBHbIE UBMEHEHUS B
LLeHTPaNIbHOM HEPBHOW CUCTEME.

BbonesHb baiinepa — penkoe 3aboneBaHne, PermcT-
puvpyeTcs y OeTeil C BPOXAEHHOM HEMNOSIHOLEHHOCTbLIO
dEepMeHTOB, OTBETCTBEHHbLIX 3@ CEKPELMIO XENYHbIX
KMcnoT. BosHmkaeT Tsxxenas xonectatnyeckas Xentyxa,
ObICTPO pPa3BMBAETCS LMPPO3 MeYeHW, NPUBOAALLMA K
cMepTun pebeHka.

CvHpgpombl AarHeca u Bainepa TpebyloT npoBefeHus
andpepeHumanbLHOro amarHosa ¢ 3aboseBaHMsaIMN, Bbi3bl-
BaIOLLMMU BHYTPUMNEYEHOUHBIN XonecTas. ATo 3agaHne 06-
JIervyaloT NpPOosiIB/IEHME CUMMTOMOB B HEOHATa/IbHBIA Nepu-
Of, 1 ApKas KNMHUYeckasi CMMNTOMaTMKa 3TUX CUHAPOMOB.

Takum 00pa3om, KJINMHUMYECKOEe 3HayYeHue YHKUMO-
HaNbHbIX TUNEPOUNNPYONHEMUIA 3aKiloHaeTCcs npexae
Bcero B anddepeHumansHoM gnarHocTnke ¢ opraHnyec-
KUMU 3a0051eBaHUAMU MedeHn. MNpaBunbHbIA anarHo3
MO3BONSIET ONPENENNTb NPABUIbHYIO TAKTUKY JIEHEHUS.
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ETANWU AIATHOCTUYHOIO NOLUYKY NPU CUHAPOMI XXOBTAHULI
Yactuna ll
J1.H. Bo6po, J1.M. Naciewsini

KoBTaHMUS (icterus) — cumnToM 3a6apBfiEHHS B XOBTUIA KONIP CNU30BMX 0O0JIOHOK, LIKipK Ta cknep. 3yCcTpiyaeTb-
CH Uen CUHAPOM Y KJiHIYHI NpakTuLi A40CUTb 4acTo, WO MOB'A3aHO 3 PiIBHUM €TiONOMYHNUM NOXOAXKEHHSAM.

Y umkni i3 TpLOX NeKui NofaHo etanu A4jarHOCTUYHOMO MOLLYKY MPY CUHOPOMI XOBTSHUL.

STAGES PF DIAGNOSTIC SEARCH AT ICTERUS SYNDROME.
Part i

L.N. Bobro, L.M. Pasieshvili

licterus is a symptom of yellow staining of mucosa, skin and sclera. This syndrome appears in clinical practice fairly
often, and this is associated with its various etiological origins.

A cycle of three lectures presents the stages of diagnostic search at icterus syndrome.

OTOJIOWEHHY

MIHICTEPCTBO OXOPOHW 3[10POB'A YKPAIHW
AKAOEMIA MEOUYHUX HAYK YKPAIHW
OHIMPONETPOBCHLKA AEPXXABHA MEANYHA AKALEMIS
IHCTUTYT TACTPOEHTEPOJIOIT AMH YKPAIHU
YKPAIHCbKA TACTPOEHTEPOJIOTNYHA ACOLJALLIS
JHIMPONETPOBCHLKE OBJIACHE YIMPABJIIHHA OXOPOHW 340POB'A

YKpalHCbKa HayKOBO-NpPaKTU4YHa KOHdepeHLis
«AKTYAJIbHI MUTAHHA FACTPOEHTEPOJIOTII | NIKYBAJIbHOITO XAPYYBAHHS»

IHngpopmauiine noBsigomnerHHs Ne 1

LLlaHoBHi koneru!

OprkomiteT KoHdepeHuii nosigomnsie, wo 25—26 TpaBHa 2006 p. JHINpoONeTpOBCLKOIO AEPXABHOK MEANYHOK
akageMmielo cninibHO 3 YKpaiHCbKOIO raCTPOEHTepOosIoriyHO acoujaLieto 6yae npoBeaeHa HaykOBO-NMPaKTUYHA KOH-
depeHuia 3 MiXKHApOAHOIO y4acTio 3rigHo 3 PeecTpom 3'i3fiB, KOHrpeciB, HayKOBO-NPaKTUYHUX KOH(EPEHLIin, 3a-
TBepmxeHnx MO3 Ykpainm Ha 2006 pik. 3anpolwytoTbes daxiBui pisHOro npodinto, ski 3armaloTbcsa npobiemamm
racTpOEHTEepOoorii, BY4EHi, Nikapi-raCTPOEHTEPONory, TepanesTn, eHO0CKONICTM, NeajiaTtpu, Xipypru Ta iH.

Mip, yac po6oTn KOHDEPEHLi NNaHYETLCA PO3MNAL aKTyaslbHUX MUTaHb:

- OpraHisaLis 0XopoHW 300P0B's;

- ¢pigionoria i natodisionoria TpaBNeHHs;

- eTionoriqa, natoreHes i KNiHiYHWI Nepebir 3axBOPIOBaHb CTPABOXOAY, LUYHKA, KULLIEYHNKY, NEYiHKN i )XOBYOBMBIA-

HMX WAAXIB, MiALWNYHKOBOI 3an103Wu;

- nabopaTopHO-iHCTPYMEHTasNbHa AiarHOCTUKa;

- NikyBaHHS i NpodinakTvka racTpoeHTEPOsIOriYHMUX 3aXBOPIOBAHb;

- ANTAYa | repiaTpuyHa raCTPOEHTEPONOris;

- NCUXOCOMaTMKa 3aXBOPKOBaHb OPraHiB TPABJIEHHS;

- peabinitaLis XBOpUX 3 racTPOEHTEPOJIOri4YHO NaTONOriEID;

- eHTepasbHe | NapeHTepasibHe XapyyBaHHS;

3a martepianamm koHdepeHLii 6yae BUoaHUM YeproBuin BUNYCK MiXXBIZOMYOro 30ipHuKa «[acTpoeHTeponoris».

OprkomiTeT KOHpepeHUii:

Kagpenpa ractpoeHTepouiorii i Tepanii @O ArMA

IHcTuTyT ractpoeHteposorii AMHY

49074, m. [HinponeTpoBchk, By/. IMeHi rasetu «[lpaBha», 96
Ten.: (0562) 271-039, 270-777, Ten./pakc (0562) 271-039
E-mail: stepanov@dsma.dp.ua

3aB. kajpeapu, npogecop, A. mea. H. CtenaHoB IOpii MupoHoBuY
AcucteHT kageapu, k. mea. H. KocuHcbka CitnaHa BanepiiBHa
AcucteHT kagenpu, k. mea. H. bynsax Irop Spocnasosuy
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