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FMABA 5. AHEMUU NPU 3BPUTPOLUTAPHbIX SH3UMONATUAX

Sergio Piomelli, M. D.

1. Pacckaxure 0 HechepOUUTAPHON TEMOJUTHYECKOH aHEMHH.

Anemny, BoI3BaHHBIe ehUIINTOM (hepMEHTOB, KpailHe PE/IKH, 32 UCKII0YeHHeM aHeMUi,
CBSI3aHHBIX ¢ JleuIUTOM Ioko30-6-docdarnernnporenasst (I-6-O/AT) u nupysaTku-
Hasbl, YTOOB! OTIMYNTH MX OT HACIEACTBEHHOro cdepouuTosa (Haubosee pacnpocTpa-
HEHHOM HaCJIe[ICTBEHHON TeMOINTHYECKOH aHeMHM), UX YacTO KJIaCcCU(PUIUPYIOT KaK
HecheponuTapHbie reMoJuTHYECKHe aneMun. IIpu aTux anemusix Mopoorus spuTpo-
L[UTOB HOPMaJIbHa, XOTS1 YaCTO UMEETCS MHTEHCHBHBIH PETUKYJIOLUUTO3, JIETKO PACIIO3HA-
BaeMbli, TaK KaK PeTHKYJIOLUTHI B MasKax nepudeprieckoil KPOBH BHITVISAAAT KaK SPHT-
POLMTHI KPYTIHOTO pa3mepa ¢ rosryObiM orrenkom. leduiur I'-6-D/IT, Bepostho, B
ercsi HanboJIee PacrpoOCTPAHEHHBIM TeHEeTHYeCKUM JAe(eKToOM B MHpe M HabionaeTcs
Y MUJITTMOHOB JI0/iei B cyOTponuyecknx perronax. Tak kak on o6ecneqnBaeT 3aluTy oT
MaJISIpMHM, €0 YacTOTa IPOTPECCUBHO BO3PACTAJA, AOCTUTHYB COBPEMEHHOIO BBICOKOTO
YPOBHSI B OOJIBIIMHCTBE CTPaH CyOTPONMYECKOTO Tosica. IIpemMyIecTBO 3alluThl OT
MaJIIPUM y HOCHTe/Iell TaKUX MyTalluii HeHTpaJInu3yeTcst HeOCTATKaMHK, TIPOSBIISIIONIN-
MHCsI HOBBIIIEHHOH 4acTOTON TUNepOuINpyOuHeMIn 1 siiepHON xenryxu (Oumnpy6u-
HOBOI1 9H1IedaNONATHN) Y HOBOPOXK/IEHHBIX. DTO TAK Ha3bIBAEMBIH cOaaHCUPOBAHHBIH
nosuMopdusM. B 3aTpoHyTHIX TONMyJIAIUSAX MakCUMaJbHast 4acToTa AeeKTHOTO TeHa
cocrasisier 25 %.

I'en I'-6-D/IT cueniex ¢ mosoM u pacosiosxkes Ha X-xpomocome, CieoBaTenbHo,
y My:KUMH MOeT HabmogaThes nosnsiil aeunut Gepmenta (€ro 0TCyTCTBHE), TOT/A
KaK y JKeHIMH JieheKT 0ObIYHO TOABKO YacTH4HBbIL. HOIA, B MECTHOCTAX ¢ Kpaiine
BBICOKOM YaCTOTOIl reHa, y sKeHIIKH, ABISIONINXCs: TOMO3UTOTaMH 110 eheKTHOMY TeHYy,
BCTpeyaercs NoaHbIi geduiur depmenTta. Tak Kak BcexX JKEHIIUH MOKHO CYUTATh Te-
HETHYeCKHMHU MO3aMKaMHU, B UX COMATUYECKUX KJIETKaxX OfHa X-XpOMOCOMa aKTHBHA,
a Jpyras HeakTuBHa. B pesynbrare y skeHmun-HocuTesei nedunura I-6-DOT Heko-
TOPBIE KJIETKHM 9KCIPecCCUpyoT Ae(eKTHBIN reH, Apyrue — HOpMaiabHbil. VHakTHBA-
U1 OZIHOM MM APYroil X-XpoMOCOMBI (e€ elie HasblBaloT JailoHU3alleld — B 4ecTh
Mbopn Jlaiion, kotopasi OTKpblIa ATOT (DEHOMEH) TPOUCXOAUT CIyYaiHO, B paHHEM
Bo3pacTe. BolbIIMHCTBO reTepO3UTOTHLIX JKEHINH UMEIOT IPUMEPHO PAaBHOE COOTHO-
HIEHKEe KJIETOK ¢ HOPMAJbHBIMU M JIe(PeKTHBIMH XPOMOCOMAMH, TTOITOMY Y HUX aKTHB-
noctb I-6-D/IT cocrapisier mpumepro 50 % ot HopMel. OiHaKo 110 pesyabTaTtam dep-
MEHTHOI'O aHaJIM3a HEKOTOPbIE )KEHIMHBI-TETEPO3UTOTHI MOTYT OKa3aThCs 3/[0POBLIMU
(ecau B GOJIBIIMHCTBE KJIETOK AeekTHbie X-XPOMOCOMBI HEAKTUBHBI ), @ MOTYT COBCEM
ne umeth I'-6-D/IT (ecmm B 60BIINHCTBE KJIETOK HEAKTHBHBI HOPMaJibHble X-XpOMO-
COMBI).

2. KakoBbl kimnuyeckue npossiaenus aeduunura I-6-DAT?
B crabuibHOM coctositHuu Aist i ¢ aedunmrom [-6-D/IT xapakTepen JHIIb MUHU-
MaJIbHBIN XPOHUYECKUI TeMOJIN3, TIOATBEPKAAEMBIN HE3HAUNTEIbHON aneMuel u Jer-
KAM peTHKyaI01uTo30M. OHaKO MpU BCTpedYe ¢ OKMUCJISIONMMH areHTaMH, HAIpuMep
Ha(hTaMHOBBIMY NTapaMH, CyIb(haHNIaMUIAMI HIIH IPUMAXUHOM, e(DEKTHBIE HPUTPO-
IUTbl HE MOTYT TPOTHBO/AEICTBOBATH TAKOMY OKUCJIUTEIBHOMY Yy/apy MHOBBIIEHHEM
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HPO/YKIMU BOCCTAHOBJIEHHOTO HUKOTHHaMuAaRennnuHykaeotuadocdara (HAAD « H),
KOTOPBIiA SIBJISIETCS €CTECTBEHHBIM aHTHIOTOM M30bITKa okucaureseii. IToaromy nedexr-
HbIE HPUTPOLUTHI OBICTPO Pa3PyIIAIOTCS B KPOBOTOKE (BHYTPUCOCYAUCTBIN reMosIu3),
YTO MPOSIBJISETCS OCTPOU aHeMHUel ¢ TeMOrIoOuHypUei.

JIBa Haubosee yacThix Bapuanta gedunmra I'-6-O/II' — aTo Tak Ha3pIBaeMble Bapy-
auThl B~ u A~ (onpeaensiorcest aekTpodopeTHyeckoil moABUKHOCTBIO (pepmenTa). Ba-
puaHT B~ BCTpedaercst mpeuMyecTBeHHO cpe/iu xkuteseil CpeanseMHOMOpbs, A” — IOYTH
HCKJIIOYMTEIBHO Y BHIXOAIEB U3 AQpHKH. Y GOJBHBIX CO CPEAN3EMHOMOPCKUM BapHaH-
TOM 3a60J1€BaHMs 1101 AEHCTBUEM OKUCIIUTEEl OBICTPO Pa3BUBAETCS NeMOJIN3, KOTOPBII
MOKET IIPUBECTH K CMEPTH OT OCTPOii aneMun. ApukaHcKuil BapuanT 60e3HN MeHee
TSKEJIBIIL, TAK KaK SBJISETCs Pe3yJIbTaTOM MPOAYKIMU HecTabuibHOro (hepmenta. Y 60b-
HBIX MMEIOTCSI HOPMaJIbHBIE MOJIO/(bIE APUTPOIUTHI, B KOTOPBIX AeHIUT PepMeHTa BO3-
HUKaeT 1o Mepe craperust. [I0aToMy B TAKHMX CJIy4asiX BO3/leHCTBIE OKUCIUTEEH BbI3bI-
BaeT MeHee TSKENYI aHeMHIO M PEeIKo — remoriobunypuio. ObycaoBiuBas rubemns
cTapbix JeeKTHBIX KJIETOK, MMOCTOSIHHO AeHUCTBYIOMNIT OKUCSIONIMI areHT IPUBOAUT
K IIOCTOSIHHOMY KOMIIEHCPOBAHHOMY TeMOJIN3Y.

JeduuuT nupyBaTKUHA3bI SIBJISAETCS OAHOM M3 HanbosIee JacThIX IPUTPOLUTAPHBIX
sH3UMonaTHil. [lupyBaTKkuHa3a — 9TO TJIMKOJMTHYECKH (DePMEHT, KaTaJu3upyIOmuii
npespaienue GochoeHoNUpyBaTa B IUPyBaT, KOTOPbII 3aTeM IpeBpaIlaeTcs B JaKTaT
0/ IECTBHEM JIAKTaT/eruiporeHassl. B pesysbrare nedexra nupyBaTKUHA3bl BO3HU-
KaeT 6JIOK IJIMKOJIM3a Ha 9TOM YPOBHE, YTO CONPOBOXKAAeTcs HakomenueM 2,3-audocdo-
[JIMIEPUHOBON KHUCJIOTBL. DTO XapaKTePHO /ISt JAHHOTO JAeUIMTa X TOMOTaeT B IOCTAHOB-
Ke Juartosa naxe 6e3 nposegenust pepmentHoro ananusa. Jleguuur nupyBaTKUHa3HI
MPUBOANT K PA3BUTUIO KPAliHE TSDKEJION reMOJUTUYECKOH aHeMHH € BBICOKUM PETHUKYJIO-
IMTO30M U crieHoMeraaneii. OH NPOBOLHPYET TSKEJYIo THepOuInpyOuHeMHio y HOBO-
POXKIEHHBIX M MHOI/IA BBI3BIBAET HACTOJIBKO TSKENYIO BHYTPUYTPOOHYIO aHEMUIO, YTO
OHa MIPUBOAUT K CEPEYHOI HEAOCTATOYHOCTH ¥ T€HEPAIN30BAHHOMY MHOTOBOAUIO (BO-
JSTHKA T1710/12).

3. Kax seyat 00JbHBIX ¢ JePUUUTOM NUPYBATKUHA3BI?

OaHUM U3 BAPUAHTOB JIEYEHHsI SBJISIETCS CIUIEHOKTOMUS. DTO MPUBOAUT K CTAOUIN3a-
1K YPOBHSI FEMOIJIOOMHA B IIPE/iesiaX 3HAYEH T, CPABHUMBIX ¢ HOPMasIbHBIMHU. (Y Benu-
yenue Kosuyectsa 2,3-mudocdorauiepara obserdaer BhICBOOOKAEHNE KUCIOPOAA U3
remorsiobuHa.) IIpu aToM HMeeT MecTo IMapafoKCcalbHO BBICOKUI PETUKYJIOLHUTO3, KOTO-
pbiit Mosket gocturath 50—70 %. MakTuyecku y TakKuX NallMeHTOB MOTYT BbIKHABATh TOJIb-
KO PeTHKYJIOLMTHL. Y/ajieHne ceje3eHKH o0JerdaeT UX BBIXOJA B KPOBOTOK, MO3TOMY,
HECMOTPSI Ha KOPPEKIMIO aHEMUU B Pe3yJIbTaTe CIUIEHIKTOMHHU, IIPOLEHT PeTUKYJIOIHN-
TOB PE3KO BO3pacTaer.

4. Omummre Gosiee pefKue aHEMHUH, CBSI3aHHbIE C DH3HMMONATHAMHU.
Onricanbl aHeMUM, Pa3BUBAIOIMECS BCaeACTBHE AeduiiiTa Apyrux GpepMenToB MeTabo-
JIM3Ma TJTI0KO3bI, HO OHKM BCTPEYAIOTCS KpaitHe peako. V3BecTHO, YTO HEKOTOpbIe Aedek-
ThI, HATIPUMep eDUIUT TPHO30HM30MEPa3bl, COPOBOKIAIOTCS TeMOIU30M U 3a1ePKKOi
YMCTBEHHOTO Pa3BUTHSL.

5. Yro takoe nepumut pochodpykrokuHassi?
Do 1eheKT BhI3bIBAET 3HAUMTENIBHOE CHIDKEHNE KOHLeHTpanun 2,3-audocdoramnepara,
MPOJAYKTa OXHOW U3 TOCHEAYIOIIUX PeakIuii OKMCIeHHs TII0KO3bl. Tak Kak 9To coeau-
HEHUe MOLYJIMPYET CPOACTBO TeMOrJIOOUHA K KHCIOPOAY, Y TOMO3UTOTHBIX JIUIL C TAKUM
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IICCI)CKTOM HMeeTCs IapafoKcaibHasg MOMUIUTEMUS BCIIE/ICTBUE OTHOCUTENBHOMN K/IETOY-
HOM T'MIIOKCHUM B COYETAaHHUH C PETUKYJIOIIUTO30M.
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MABA 6. AHEMUS MNMPU NATOJIOFMU MEMBPAH

Tamara N. New, M. D.

1. Kakue cymecTByloT THIIBI aHOMAJIHH MEMOPaHbI SPUTPOUUTOB?
Hacnencrennblit cpeponuTos, s/UMITOITO3, TTMPONORKUIONUTOS, CTOMATOIINTO3, aKaH-
TOIUTO3 M KCEPOIMTO3.

2. KakoB narorenes HacjeICTBEHHOro chepounuTosa?

Hacnencrsennstit cheponuTos — aTo BPOXK/IEHHASI Ay TOCOMHO-IOMHUHAHTHAS TEMOJTUTH-
yecKasi aHeMust, 00yCJI0BJIeHHAsT TepUIUTOM CKeJeTHOro Geska apuTponuTos. B 60ib-
ITMHCTBE CIyJaeB UMeeTcst 1edeKT CIeKTPHHA WIIH OJHOTO U3 GEJIKOB, PUKPEIISIONIX
cnekTpuH K MeMmOpane. CrerneHb JeduiuTa CeKTpUHa IPSMO KOPPETUPYET ¢ TAKECTHIO
3aboseBanust. ITOT eEKT H3MEHSIET MEXaHUYECKHE CBOIICTBA HPUTPOILMTOB. Y MEHbIIIA-
eTcsl COOTHOIIEHHE TLIOIa/b/00beM, MOSBISIOTCS C(hepudecKie, 0CMOTHYECKH HEYCTO-
uuBble KJIeTKu. M3-3a CHIIKEHHOI crocobHOCTH K fedopManiny KAETKH TOABEpraioTes
CEKBECTPALIUU B CEJIE3EHKE.

3. KakoBs! kiMHHYeCKHEe U Ta6opaTOpHbIE NPOSIBIEHUS HACAEACTBEHHOTO cepoln-
T03a?

B nonosune ciayyaen 60s1e3Hb HAYMHAETCS B TIEPHO/E HOBOPOKIACHHOCTH WM B PAHHEM
JETCTBE, KOI/Ia PasBOpauynBaeTCsl KapTHHA TeMOJTUTHYECKOM aHEMUH: TIOBBIIIEHUE YPOBHSI
HEnpsIMOro GHIMPYOMHA, aHeMHsl, PETHKYJIOUNUTO3, CIVIEHOMETalis ¥ OTpUIaTeIbHast
npoba Kymbea. Hacto nMeer MeCTo MOJIOKUTENbHBII ceMeiinblii anamues. Y HeKOTOPBIX
TIAIHeHTOB 3aboJieBaHne MaHMMECTUPYET MO3/HEe — ¢ AHEMUH, JKEITYXH, CIIeHOMera-
JIMU WIN aIJIACTUYECKUX KPU3OB, 0OBIYHO CBSBAHHBIX ¢ BUPYCHON nH(pekmeii. AneMus
MOXKET OBITD JIETKO! WM YMEPEHHOM, B 3aBUCHMOCTH OT CTEIeHH KOMITeHcaruu. Masku
nepudepuyecKoil KpOBH XapaKTePU3YIOTCsI HATUYUEM MEJIKHX U TVIOTHBIX C(HepruIeCKuX
sputponuToB. Cpennuii 06beM PUTPOIMTA OOBIYHO HOPMAIbHBIH, HO KOHIEHTpPALU
reMorIo0MHa B KJIETKe MOBbIIeHa. TeCTbl HA OCMOTHYECKYIO YCTONYMBOCTD H KHCJIOT-
HBIH IM3KC SPUTPOLUUTOB B HPUCYTCTBUH IVIMLIEPHHA MTOJOKUTETbHBL Cpenu ocoKHe-
HUl BCTpeYaloTcsi SpUTPOOIACTONEHIYECKIe KPHU3bl, BHI3BAHHBIE BHE3AITHBIM PE3KHM



MABA 6. AHEMUSA MPW MATOSIOMMA MEMBPAH 29

HajleHueM COJ[epIKaHUsI TeMOITIOOMHA 1 PETHKYJIOUTOB, 00CTPYKTHBHAS JKENTyXa BCIE/-
cTBre 06PA30BAHNS JKETIHBIX KaMHEil, OBICTPO PA3BUBAIOIIMECS FeMOIMTHYECKHE KPU3BI
npu 6epeMeHHOCTH, TSUKeIbIX 00mux 3aboneBaHusaX Wik (GU3HIECKOll HAarpysKe.

4. OnuuuTe JieyeHne ¥ BaPHAHTHI BeEHUsI TAKHX GOJBHBIX.
CrnieHsKTOMUS TMKBUAMPYET AHEMHUIO U [IO9TOMY YMEHBUIAET PETHKYIOIUTO3. DPUTPO-
LUTBI OCTAIOTCA C(PepUYecKUMH, OJHAKO MPOJAOJKUTENbHOCTD MX KUSHU TIPUOIUKAETCS
K HopMasbHOI. IlanuenrtaM ¢ Jerkoil cTeneHbio 3a60JI€BaHUST PEKOMEHIYIOTCS TOJIBKO
npueM GoaMeBoil KHCIOThI M IIO/IEPKUBAIOIIEE JIeYeHHE.

5. Yo Takoe HACIEACTBEHHbII JLUNTONUTO3?

AyTOCOMHO-TOMUHAHTHBIH feheKT MeMOPaHBbI, TaKKe aCCOMUHUPYIOIHICcA ¢ UCHYHK-
1ueit ciexkTpuHa. Kak u mpu HacseicTBeHHOM ceponnTose, MMEETCsi HapylleHHue COOT-
HOIIEHUS I7I01Ia/(b/00BeM SPUTPOLMTOB, KOTOPOE 00YCIOBINBAET HAPYLIEHHME HX MeXa-
HUYECKHX CBOMCTB. Y OOJBIIMHCTBA JIAI HTO HAPyUIEHWE MPOTEKAeT OeCCUMITOMHO.
Y He6OJIBIIOro IPOLEHTA MAIUEHTOB UMEETCSl CUMIITOMATHKA, CXOHAsE ¢ CHMITTOMATH-
KOIi 1IpK HacjeACTBeHHOM ceponuTose. TecT Ha OCMOTHYECKYIO YCTOHYMBOCTh MOKET
OBITH KAaK HOPMAJIbHBIM, TAK M AHOMAJIbHBIM.

6. OGcyauTe KIMHUYECKHE BADUAHTDI HACJIEACTBEHHOTO 3JUIHITOIMTO3a.

Hanb6ouee qactast hopma 60s1e3H1 — JIETKMHA SJITHITONUTO3. Y MAIlMEHTOB OTCYTCTBYIOT
KaK#e-1ub0 CUMIITOMBI, CeJie3eHKa He YBeJINYeHa, YPOBeHb reMOrao0uHa HOpMaIbHBIiL.
Yacto GbIBaeT JIETKHii, KOMIIEHCUPOBAHHBIIT TeMOJIN3 ¢ HeGOIBIINM PETUKYIOLHUTO30M.
Y 60sbHBIX ¢ H0JIee TSIKEIbIM BAPHAHTOM 3a00JIeBaHIs MOKET HabJII04aThCsl XPOHIYEC-
KHii MJIM CIIOPAJINYECKUil TeMOoJIn3. Y MJIJICHIEB C JIETKMM HACJIE/ICTBEHHBIM ceporu-
TO30M IIPU POXKAECHUN YaCTO 0OGHAPYKUBAIOT TEMOIUTUYECKYIO AaHEMUIO YMEPEHHOH cTe-
HEHN. Y HUX UMEIOTCsI HeOHATAIbHAsI JKeJITyXa, HONKUIOLUTO3 U JIJIUIITOIUTO3. Y MEeHb-
1Ieil YacTH MallMeHTOB Pa3BUBAECTCS UCIIACTIHIECKUIT 1 Hea(DEeKTHBHBIIH 9pUTPOII0I3
C HU3KMM YPOBHEM PETUKYJIOIMTOB U TOBBINIEHHON KOHIIEHTPalKell HellpaMoro O1Im-
pybuna. Jleuenue Takoe ke, Kak PU HACJAEACTBEHHOM c(heporuTose.

7. Yro Takoe HacJeCTBEHHbI MUPOIMONKHUIONUTO3?

9710 HeyacTast (OpMa BPOXKIAEHHOI reMOIUTHIECKON aHeMuu. Y OONbHBIX PErHCTPUPY-
€TCsT TSIXKeNAsl aHeMHsI ¢ ypoBHeM reMorsiobuna 4—8 r/m1. B maskax nepudepuueckoi
KPOBH cojiepKarcst (hparMeHThl IPUTPOLUTOB, C(EPOLUTHI, TPUAHTYIOMUTHI U JAPyTUe
KJIEeTKH HeOOBIYHOI (hOpMBL. Y TaKUX MAIMEHTOB YK€ B PAHHUIA IIEPHOJL )KUIHU Pa3BHU-
BAIOTCSl 3HAYMTEJbHAST AHEMIs], THIIePOMINPYOUHEMHUST M CIJIEHOMeTanus. PegybpraTel
TECTa Ha OCMOTHYECKYIO YCTOHUMBOCTh 3HAYUTENIBHO OTKJIOHSIOTCS OT HOpMbL I[Tocie
CILJIEHOKTOMMH T'€MOJIM3 TTPOAOIKAETCS, HO B 3HAUYUTEJNHHO MEHbIIeH CTeleHN.

8. Uro Takoe HacieACTBEHHbII CTOMATOLMTO3?

ITO HapylIeHHe SBJSAETCS ayTOCOMHO-IOMHHAHTHOI TeMOJMTHYECKOW aHeMUei, mpu
KOTOPOIT 9PUTPOLUTHI XaPAKTEPUBYIOTCS HATTMYMEM LEHTPATIBHOTO JIMHEIHOTO TIPOCBET-
JIEHMs], TOX0XKEro Ha POT. Y 4acTH IMallMEeHTOB CUMIITOMATHKA OTCYTCTBYET, B TO BPeMsI
KaK y IpyTUuX UMeIOTCs HeOHATAIbHAs JKEJATyXa, CIVIEHOMETasIis U aHeMust. DTOT JedekT
HapyIIaeT BOAHBIH OalaHC KJIETKH, BHI3bIBAsI ee HAOyXaHue W PUTHAHOCTD ¥ yMEHbIIAsd
HPOOIKUTEILHOCTD ee XKU3HU. CIIJIEHOKTOMUSI CHUXKAET CTelleHb TeMOoJIn3a y Hauboiee
TAKEIBIX OOJIBHBIX.
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Jessica Kandel, M. D.

{aKOBbI PHHIMITBI XUPYPIHYECKOIO JeYeHus: Heiipo6racTomMpi?

A NIePBUYHON OIepaluu:

~[losmyyenue marepuasa, MPUTOAHOIO JUISI IIPOBEEHHS BCEX BHUIOB AMArHOCTHKH,
'BKJII0YAsT MOJIEKYJISPHYIO.

* [1o BO3MOXKHOCTH TIOJTHOE y/Ia/ieHne OMmyXosn (OHO MOXKeT GBITh OTIOKEHO /10 OKOH-
| YaHUS NHUIMUPYIOIIeH XUMUOTePAITHH, €CJIN IIPH OTlepaliii UMEeTCs PUCK IOBPexkK-
JIEHUS )KU3HEHHO BAXKHBIX CTPYKTYP).

Korzia npoBosT OCTPOYEHHYIO ONEpanuio Ipu Heiipobracrome?
CJi€ 3aBEPIIEHUS YeTHIPEX WIN IISITH [IUKJIOB XHUMUOTEPAIIAH y TTAIIMEHTOB ¢ [IePBOHA-
HO HeonepabesbHOU OIyX0Jibi0. 1[e/1pio SIBIISIEeTCSI TI0/IHAST PE3EKIHSI OIyXOJIH.

Koraa npu onepanyu 1o noBoay HeApo6aacToMbl 6epyT A HCCIEAOBAHUS JIAM-
haTHyeckue y3ibi?

eMsl TIEPBUYHON OIepalyy ¢ IeIbI0 OlpeseeHus craanu 3aboseBanus. Obs3a-
HO UX TIOBTOPHOE B3SITHE BO BPEMsI IIOBTOPHOH (OTCPOYEHHOIT) ONepaIuu.

Orja NpH ONEepalMy 10 NOBOAY HEHPOOJACTOMBI IPOBOAAT GHONCHIO NeYeHu?
eMsI [IePBUYHOI AuarHocTuyeckoii oneparyu. OHa Takxke J0/KHA OCYIECTB/IATD-
BpPEMs IIOBTOPHOM OIepaliiu.

€ MPUHIHUIbBI XUPYPrHYECKOoro JieyeHusi omyxouu Buimbsmca.

OIIEPAIH SIBJISIETCS OJIHOE y/IaJIeH e oIy xouu Oe3 obcemenenus u 6e3 mpeiie-
eit 6uoncun. Ecii BO3MOKHO, CIEAYET MaJbIIMPOBATh U BU3YaIH3UPOBATH BTO-
yKy. BoaMoskHa 6MOTICHS CMEKHBIX OpraHoB. Eciii HeJb3st 0CyIIeCcTBUTH TIOTHYIO
0, IIPOBOANUTCS XUMHOTEPAIINS JIJIsi YMEHBIIEHUsI Pa3MepoB OIYX0IU — C TeM,
B JlaJibHENIIeM MpoBeCTH HeDPaKTOMUI0 6e3 IMOBPEKAEHUs APYTUX OPraHoB
HHO BaKHBIX CTPYKTYpP. Ocoboe 3HaueHUe MPU ONEPALUH 110 TIOBOJY OILYXOJIH
MCa UMeeT CTelleHb 0bceMeHeH sl OIyXOJeBbIMU KJaeTKaMu (OrpaHuYeHHoe obce-
Hie 1mocse OMOTICHH HJIM PACIIPOCTPAHEHHOE IOCJe Pa3pbiBa OIYXOJN), TaK Kak
SHEHIIeM 9TO onpeessieT Iomanb o6aydenns: 06aacTu kuBoTa (06IydeHre Jac-
M BCEil TOBEPXHOCTH ).

K ONpezessioT CTafuio 3a00JeBaHus NP OMyxoJu Buiabmca?

i1 3a60JIeBaHsl ONIPE/ENSETCS. XUPYPIOM BO BPeMst ONepPALiUi H MOATBEPIKAAETCS
orom. B CIIIA npunaTO c/eyionee onpeeneHue CTaauid mpu onyxouau Busbmca:
I crazus: onyxosb He PacipoCTPaHIETCs 3a IIPeesbl TOUKH.

[ crazust: OmyXo/ib PACTIPOCTPAHSIETCS 32 MPEAEbl OYKH, HO TIOJHOCTHIO Pe3eliy-
'pOBaHa.
. CTaausd: Ooub1Ias pesunyasibHas OIIyXOJb JKUBOTA.
/ cTanus: OT/IaIeHHbIe METACTa3bl.
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* V crajus: IByCTOPOHHEE OIYX0JIEBOE TIOPAsKEHUE TOYEK HA MOMEHT YCTaHOBJIE
JZIMarHosa. 3

7. Korza npu onepauyu 1o nosoay onyxosau BuisMca 6epyT st ucciaeoBanus .
dbatuueckue y3mbi?
VMccexaloT TONbKO KINHUYECKU MOI03PUTENbHBIE JTUM(ATIHIECKIE Y3IIBL.

8. Onummmre Xupypruyeckoe jeuenue remaroGiaactombl. Kak onpemensior cran
3a00eBanua?
[ennio onepaiuy npu renarob/acToMe sIBJISIETCS MOMHAsT PE3EKIHs OTTYXOJIH, ec:
TEeXHMYECKN BO3MOKHO. Ecin pesexiiusi HeBO3MOKHA 1n HebGe30macHa, peKOMeH
Guorncus A1 AuarHocTudeckux ueseil. Ilaiuentam ¢ HeonepabesbHOl remarobias
MOl cyieyeT MPOBOAMTL XMMHOTEPAINIO /UIsi YMEHBIICHHs] €e Pa3MepOB OIyXi
U TIOCJIE/IYIONIETO Y/aJeHMsL.
Cranmio renato61acTOMbI ONPE/IENsieT BO BPeMsi ONEePAIIH XUPYPT 1O KIHHHKO-
TOJIOTHYECKUM KPUTEPUSIM 1 MOATBep K /AaeT narosor. [lpunsTa cieyomas cucreMa
JMPOBAHUS:
* | crajus: omyxosb yianeHa noJHOCTHIO.
* II cragysa: MEKPOCKOIIMYECKHe OCTATKH Y Kpaes 06J1acTu pesekiui, Ho 6e3 obce
HeHust 1 6e3 nopaxenust TMM(paTHIECKNX Y3108,

o III crazus: Gomburasi pesuayanbHast OMyX0Jdb U/WIN MOpaXkeHue JnMpaTHIec:
Y3JI0B.

e IV craams: orajieHHble MeTacTasbl.

9. Tlepeuncmre IPUHIMIBI XHPYPIHYECKOTO JI€UeHNsI T€PMHHOTEHHOMH ONMyXO0JIH 5
* I crapusa. Omyxomy He BBIXOZSIT 32 NPEAENTbI SIMYEK U MOJHOCTHIO YAATSIOTCS
PaZMKaIbHOM BBICOKOI MAX0BOI OPXIKTOMUU € TIEPEBI3KON CEMEHHOTO KaHATH]
3abprotmnHbie mMbaTHIecKue y3bl cBOOOIHBI OT OIYXOMEBbIX KIeToK. O
JIeBbIe MapKePbl: YPOBHM XOprOHUUeckoro ronazorponuta (HCG) u o-dero
reuna (AFP) magator mocse ornepanuu 10 HOpMaIbHBIX 3HAYCHHIA.
¢ IT cranus. Mukpockonmudeckoe pacipocTpaHeHne Ha MOIIOHKY MJTM CEeMEHHOMN Ka
HaTHK, OOHApY/KeHHe OMyX0JIEBbIX KJIETOK B 3a6PIOMMHHBIX THM(ATHYECKHX
Jax pasMepoM < 2 cM B HaubGOJIbIIEM H3MEPEHNN U TOBBIIEHHbIE YPOBHH OIYXE
nesbix Mapkepos HCG n/umn AFP. Kpome aroro, 11 craaus amarnoctupyercs nps

NEePBUYHON TPAHC-CKPOTAJIBHOI OPXIKTOMMHL. :
¢ IIT cragma. Obcemenennsie 3a6ponmHEble TUMbaTHIECKHE Y3IbI > 2 CM.
e IV cragus. OraseHnble MeTacTasbl.

10. Kak crezyer o0pamarscsi ¢ OMyX0Jl€BOH TKAHBIO B ONEPALMOHHOMN?
OGpastp! clieyeT nomMemarh B CTepUIbHbIA (usnosornyeckuii pactsop (1e B hopma-

JIMH) U HEME/IEHHO OTNpaBJisATh B nabopatopuio. Oukcaropsi, GakTepuanbHoe 3arpsis-

HEHUE 1 Pa3JIoKeHHe TKAaH! yXY/IaeT ee IPUTOHOCTD /ISt TIPOBeeHUs OMOIOrMIeCKOl
onenku (sxcnpecc-ananusa MPHK u dmoopectientroit rubpuausanumu in situ).

11. Onummre NOKa3aHus 1S NPUMEHEHHS] MHHHMAJIbHO MHBA3UBHBIX XUPYPIrUYECKHX
METOJMK y JeTell ¢ COMMAHBIMU OIyXOJSIMH B OGJIACTH TPY/H U KHBOTA,

Her naHHbBIX, KOTOpBIE IO3BOJIAIOT MPSIMO CPABHUTH PE3YJILTATHI TPUMEHEHNsS TaKHX

METO/MK C Pe3yJbTaTaMu OOIIEIPHHATHIX OTKPBITHIX onepaiuii. [Toatomy npeacrapis-
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051 PA3YMHBIM TIPUMEHSITh MUHUMAJILHO WHBA3MBHBIE TEXHUKU BEIOOPOYHO — B CIIyUastX,

Jla TaKOM TMOJIXO0/l COTJIACYETCS ¢ PaHee YCTAaHOBJIEHHBIMU HPUHIUIAMU XUPYPruyec-

oro meyenus. Hampumep, MUHUMAJIBHO MHBA3UBHBIN MOAXOJ MOKET OBITH MPUMEHEH

ip¥ GUOTICHE OILYXOJIH JKUBOTA, KOT/IA MUKPOCKOIIYECKOe 0OceMeHeHITe MaIOBEPOSITHO

| KOTZIa MOJKHO TOJIYYUTH Q/[eKBATHBII MaTepuas i IUArHOCTUKU (HAIpUMeEp, IpU
CTIPOCTPAaHEHHOI HeIMM)OOIACTHON HEXOPKKIUHCKON JTMM(BOME).

2. Kakue CoCyaMCTbIe KATETEPhl MOYKHO NPUMEHSATD Y AETEil ¢ OHKOIOTMYECKHMH 3a-
Gonesanmsmu? Kax npaBuibno BoIOpaTh TaKkoii karerep?
M KaTeTepoM JIJIst KaKI0To PeGEHKa sIBISIETCS TAKOW, KOTOPbI HanboJiee HaleKHO
BOJISIET ITPOBOANTH UH(DY3HH TEPANIEBTHIECKUX CPENCTB U TIOJyYaTh KPOBb JJIsl aHa-
133 ¢ MUHIUMAJIbHBIM AMCKOM(bOPTOM, OrpaHWYeHUeM HOPMAJIbHON aKTUBHOCTH W PUC-
oM nHdexiyu. DakTopsl, KOTOPbIE CIIEAYET YYUTHIBATH IIPU BHIOOPE MIPUCIIOCOOTIEHIS, —
0 BO3PACT M pocT peGeHKa, AMArHo3, THI U IIPOAOIKUTENBHOCTD TPEANoIaraeMon
eparui. Takwe ycTpo#CTBa MOJKHO TO/PA3/e/IUTh HA CIIE/YIONINe KaTerOpui:
[ToaHOCTBIO MMIIIAHTHPYEMbIE OCTYITHBIE YCTPOMCTBA € MOAKOKHBIM Pe3epBya-
poM.
“» Karetepn! ¢ Hapy KHBIM IOCTYIIOM M MMILIAHTUPYEMbIMU MaHKeTaMM, J0MYCKaiO-
[ye BpacTaHue TKaHH.
* BpemeHHDIE TTO/[KOKHbBIE KATETEPHI /sl IIEHTPAIbHBIX BEH, BKJIIOYAsT KATETEPHI /ISt
(epesa.
JIHHIYECKOe IPUMEHEHUE PA3JIMYHbIX IPUCIIOCOOIEHIIT MOKHO 1TPOEMOHCTPUPOBATH
4 CJIE/LYIOIUX TTPUMepax:
~» [TostHOCTBIO MMILTAHTHPYEMOE YCTPONCTBO ¢ pe3epByapom ObLIo ObI Harboree To/-
XOZSIIIUM JIJIs TIOAPOCTKA ¢ TuMboMOoii XOHKKIHA ¢ OHOCTOPOHHUM TIOPasKeHUEM
mEeHHBIX TUMGATHYECKUX Y3JI0B, YIaCTBYIOIIETO B MIKOJIBHOM KOMaH/IEe MI0BIOB.
“« Jluist ABYXJIETHEr0 GOJIBHOTO ¢ OCTPBIM JTUM(OOIACTHBIM JHK030M HANGOIEe KOM-
(hopTHOE JeyeHe MOKeET 00eceynTh TIPHMEHEHNE IBYXXOA0BOrO Karerepa ¢ Ha-
PYKHBIM JIOCTYIIOM.
- V rpyasoro pe6eHKa ¢ CerciucoM, BO3HUKIIMM BO BpeMsl XMMUOTepaluy Heitpobia-
CTOMBI, U IVIOXUM HeprdepruuecKuM A0CTyIIOM ObLT y/aajieH karerep. B atom ciry-
yae ObLJI YCTAHOBJIEH BPEMEHHbII TIOAKOKHBII KaTeTep JUIs IIEHTPAIbHBIX BEH.

3. Uro takoe Tudaur? KakoBo 10mKkHO ObiTh BeJieHHE TAKHX 60JBHBIX?
b, WM HEHTPOIIEHNYECKUN SHTEPOKOJIMT,— 3TO OGaKTepHaibHast WHQEKIUs cJie-
H BOCXOASIIENH 0000UHON KHIIOK, THIIUYHAS [JIsl NMAIMEHTOB C HEHTpPOIeHUeH.
€HIe COCTOUT B HAa3HAYEHHH aHTHOMOTHKOB IIHPOKOTO CHEKTPa [eHCTBUSI, HAIPaB-
HHBIX [TPOTUB KUIIEYHOH (JIOpbI, B TOM ymcie aHaspobHoil. Kpome atoro tpebyercs
CHIDKEHIe HArpy3KH Ha KUIIEYHHK, a TAK)Ke TIIATeJbHbIe IIOBTOPHBIE 0cMOTPBI. Onepa-
i y TaKMX IAIMeHTOB COIPOBOXKAAETCS 3HAYUTE/bHBIMM OCJIOKHEHUSMHU, [109TOMY
PBUPYETCSL /IS HEKOHTPOJUPYEMbIX cJyuaeB 3aboJieBanus (HaJIUYUe BO3JyXa
8 OPIOLTHOM TI0JIOCTH, XKeJTyI0YHO-KUIIIEYHOEe KPOBOTEYEHUE, CUCTEMHBIH CEIICHC ¢ COCY-
HCTHIM KOJLJIATICOM ).

. Kakne oco0eHHOCTH 3a’KMBJIEHUSI PaH Y NALMEHTOB C OHKOJOTHYECKHMHE 3a00Jie-
BaHHSAMHU HY’KHO NIPUHUMAaTh BO BHHUMaHHe?

HNTOTOKCHYECKOE U aHTUTIPOIN(EPATUBHOE JIeYeH e, BKIIOYast JIyIeBYIO Teparmio, Ha-
WWIIAET POCT OTYXOJIEBBIX KJIETOK M MOABIsAeT (DU3HONOTHYECKYIO IPOJIHbEPALIIo Kie-
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TOK, YUaCTBYIOMINX B 3aKuBAeHNN paH (HuOPo6iacToB, SHAOTETUANBHBIX KIETOK 1
tepormTos). [ToaTomy y meTeil, moaexammx TakOMy JIeYeHUIO, TTOBbIIIEHA YaCTOTA P
HEBOI M MHCTPYMEHTaNbHOH HH(EKINIT 1 MeIIEHHO 3)KMBAIOT PAHbI, HATIpUMeEP, Gl
HOH CTEHKH IIOCJIe JIaIAPOTOMUMN WJIM KHIIEYHOTO aHACTOMO3a.

15. KakoBa posb anapoToMuu B onpezesieHun craauu 6one3nn XomKkuHa?

KO H3JIeUNBAEMOCTBIO U TO3AHUMHU OCIOXKHEHUsIMH Teparii. CoOBpeMeHHbIH MO
OCHOBaH Ha KOMOMHMPOBAHHBIX METOZAX. DTO IMO3BOJSET CHU3UTH KyMYJISITHBHYIO
3y XMMHOTepanuu u oOJaydeHHs ¥ OrPaHUYNTH Tose obnydenus. [Ipu TakoM IOAXO
JUIS TOCTIDKEHMS 1eJieil Teparnun He TpeOyeTcsi TOUHOM OIEeHKH CTaiuu 3a00/1eBans
¢ nomobio nanaporoMun. Crauio 60€3H ONPEAESIOT KIMHUYECKH ¢ TIOMOIIBIO
UHBA3UBHBIX METOOB: KOMIIBIOTEPHOH TOMOTpadhuy, MarHUTHO-PE30HAHCHON TOMOLE
(buy 1 ranINeBoOro CKAaHMPOBAHKSL. Y NAIEHTOB, KOTOPbIE He MOAIEKAT XUMHOTEPATT
UM OTKA3BIBAIOTCA OT Hee, JIAITapOTOMUSI MOXKET ObITh IIPOBE/IEHA C 1IE/IbIO OTPEIeNeH:
aHATOMUYECKOTO PacrnpocTpaHeHus: 60IE3HN JJIsl TIOCAe/YIONIel TIPULEeTbHON Ty eR
Tepanuu.
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IABA 23. NPUHLUMNbI AETCKOA PAOUALIMOHHOW OHKOJ10r U

Karen Fountain, M. D., F. A. C. R.

1. Yro Takoe HOHMBHPYIOMWAS pasHanMs?
Pentrenosckue Jiyuu, y-mydu, yabTpadHOIeTOBBIN U BHAMMBIN CBeT, nHppaKkpacHOe
U TENJIOBOE M3JIyYeHHe, PaZUOBOIHDI U 9/IEKTPUYECKUE BOJIHBI IIPEACTABISIOT COO0H
5JIEKTPOMarHuTHLIE Koslebanus. OHM PacIPOCTPaHsIOTCs B BHe (POTOHOB MM TyYKOB.
SHEPTUHM, KOTopbie 00/1a/{al0T BOJIHOBBIMY CBOHCTBAMH, HO IPH HEKOTOPHIX B3anMozeii-
CTBHSX MOTYT BeCTH cebsl Kak yacTHIbl. /[inHa BoHb POTOHA, €ro YacToTa M 9HEPrus
B3anmosaBucumbl. Koria sneprus orona 60sibiiie, yeM 9HEPIHsI CBA3M 2IEKTPOHA U aTO=
Ma, BozzieiicTBre (POTOHA HA aTOM-MHIIEHD BBITAJIKUBAET JJIEKTPOH ¢ OPOUTHI, BHI3HIBAS
nonusanuio. Motonsl ¢ sneprueit Beiure 10 anekTpon-BossT (IB) naT noHusupyomee,
a ¢ sneprueil Hmwke 10 3B — Hemonusupyiomee usinyderne, DOTOHBI, BHI3BIBAIOIINE



