MOJIOYHBIX M MACHBIX IPOIYKTax, ydacTHUKU ornpoca 20-30 net Ha 82 % yOeKAeHbI, YTO EeKTH-
HBI €CTh B OBOILAx U (ppykrax, a rpymnmna 40-55 net B 79 % ciryuaeB OTMETHIIA, YTO IEKTHHOBbBIE
BEIIIeCTBA MPUCYTCTBYIOT B MapMmenaze, 3eupe, oBoliax, Gpykrax. Pe3ynbrarsl npencTaBicHbl B
nuarpamme (pUCyHOK 2).
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PucyHok 2 — MHeHHUSs PeCIIOHACHTOB 00 MCTOYHUKAX NeKTHHA, Y%

Buieoown

Takum o0Opa3om, Bo3pacTHas rpymnma 17-30 et MeHee OCBEIOMIICHA O IOJIOKHTEIBHBIX
CBOWCTBaX NEKTHHA Ha OPraHW3M YEJIOBEKa, YyeM Joau Ooisiee crapmiero Bospacra 40-55 ner.
Bo3spactHas rpynmna 17-20 neT He 3HaeT, B KaKUX NPOAyKTaxX MUTAHUS COACPKUTCS TIEKTHH.

100 % pecrnoHIEHTOB NPUOOPETAIOT MPOIYKTHl MUTAHUS, COJACPXKALIUEC MHUILEBBIE JOOABKH.
bonee 92 % ankeTHpyeMbIX HE yMEIOT pacIiiu(poBRIBATh MAPKUPOBKH E-KOJI0B, M HE 3HAIOT, YTO
NEeKTHH 3aperUCTPUPOBAH B KauecTBE NUIIEBOI nobaBku E-440.

HeobOxonumo nadopMupoBaTh MOJIOAEKD O MOJb3E YHOTPEOICHHS MEKTUHA U €r0 BIUSHUU
Ha OPTaHU3M YEeJIOBEKAa U PACUIMPUTh 3HAHUS, B KAKKX ITPOJYKTaX MUTAHUS HAXOMASTCS MEKTHUHO-
BbIE BEILIECTBA.
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Beeoenue

Amnnactuueckas aneMus (AA) — 3TO pacCTPOMCTBO reMoIod3a, KOTOPOE XapaKTepU3yeTcs
NaHIUTOINeHUEeH nepudepruueckoil KpOBU U CHUKEHHEM COJIEpKAHHUS KJIETOK KOCTHOTO MO3Ta.
3aboneBaHue peaKoe, BCTPEUaeTCs ¢ YacTOTOM 2—3 ciyvast Ha | MJTH HaCEeJICHUS B TOJI.

Henw

[IpoBectu 0030p amIacTUUECKON aHEMUH T10 JINTEPATYPHBIM HCTOUYHUKAM.

Mamepuan u memoowl ucciedo6anus

B wuccrnenoBanuu ucnonb3oBajiack yueOHas M HayyHas JuTeparypa, MH(GoOpManus K.M.H.,
Bpaua-remarosnora Kosuu JKanusl MuxaidaoBHbI, aHAU3 U 00001I€HNE JaHHBIX.
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Pe3ynomamul ucciedosanusn u ux oocyycoenue

Brnepsbie 310 3a0oneBanue 6bu10 onucano [laynem DOpauxom B 1888 r. y 21-neTHeil xeH-
muHbL. TepMUH «ariacTuyeckas aneMus» Obll npeanoxkeH Yaydopaom B 1904 r. AA — He HO-
3osorndeckas opma, a CHHAPOM. Pa3nnyaroT HECKOJIbKO (GOpM aHEMHUH: BPOXKICHHAsS (aHEMUS
daHKOHM), CBsI3aHHAs C TOJOMKaMHU XpOMOCOM; BpoxaeHHas [laiimonna-biaskdana u npuobdpe-
TeHHas (hopMa aHEMUH.

AA nabmomaercss BO BCeX BO3pPACTHBIX IpyIMIMax, HO YacTO OTMEYAoT JBa nuka — B 10—
25 net u Bo3pacte 60 JIeT u cTapiie, yale y >KeHILIHH.

be3 neuenust GonbHble TOKENBIMUA opMaMu AA yMHpalOT B T€UEHHE HECKOJIBKUX MECSLEB.
IIpy cOBpEMEHHOM JIEYEHUH IIPOrHO3 AOCTATOYHO XOPOLIMH. /UINTENbHBIN IEPUO BPEMEHU alljla-
cThYecKas (THUIOIIaCTHYEeCKasl) aHEMUsI pacCMaTpUBaliach KaK CHHIPOM, OOBEIUHSIONINI 1aTOJIO-
TMYECKHE COCTOSHUSI KOCTHOTO MO3ra, IPOTEKAIOLIUE C BBIPAKEHHOM IMITOIIIa3Ued KPOBETBOPEHUSI.

Hapsany ¢ dopmamu 6051€3HM C BBISICHEHHOW 3THOJIOTHEN, IPUMEPHO Y MOJIOBUHE! OOIBHBIX
NPUYMHBI BOSHUKHOBEHHSI AA OCTAIOTCSl HEM3BECTHBIMH, JaXKe MPH CaMOM TIIATEILHO cOOpaH-
HOM aHamHe3e. [1o00HbIe PopMBI 0003HAYAIOT KAK UIUOMIATHYECKUE UIIH TeHyUHHbIE. [TpHunHbI
pa3Butusi AA, CBA3aHHO C DHJIOT€HHBIMHM (PAaKTOpaMU TAKUMHU Kak: pPEeryJsipHbIE INTEIbHbIE
KOHTAaKThl C HEKOTOPBIMU XMMHUYECKHUMHU BeLECTBAaMU (O€H30J1 U €ro MPOU3BOHbBIC, HHCEKTULU-
Jbl U T. J1.); HIOHU3UPYIOLIAs paJualis; TOKCUYECKOe BO3JCHCTBIE HA KOCTHBIA MO3T HEKOTOPBIX
JIEKapCTBEHHBIX BEIIECTB (Hampumep, OyTaanoHa, HHAOMETAIIMHA, HEKOTOPbIX aHTUOMOTUKOB —
JICBOMEIMTHHA, KapOSHUIIMIUTMHA, TPOM3BOIHBIX (DEHOTHA3MHA — aMUHA3HHA, TUIPO3MHA, STMO-
3WHA U Jp.); 370yNOTpeOIeHNE aJIKOT0JIEM; HEKOTOphIe HH(MDEKIIMOHHBIE 3a00IeBaHuUs (TEMaTUThI
A, B, C, IMB); reretnueckast mpeIpacioioKeHHOCTb.

Ouenn penkas popma AA — a"emust GaHKOHU PA3BUBACTCA Y JCTEH C XPOMOCOMHBIMH
abeppalusMHU, C 2y TOCOMHO-PELIECCUBHBIM HACIIEJOBAHUEM.

B ocHOBe AA nexar cieayroniue MexaHu3Mbl: QyHKIMOHATbHAS ¥ aHATOMUYECKas 1e(eKT-
HOCTh T€MOIIO3TUYECKON CTBOJIOBOM KJIETKH C HapyLIEHUEM €€ Mpolu(epaTuBHON aKTUBHOCTH;
MOPaXCHHUE JJIIEMEHTOB MUKPOOKPY)KEHHUS CTBOJIOBOM KIETKH M OIOCPEIOBAHHOE TOPMOYKEHHE
WIN HapylleHue ee (PyHKIMU; HapyIIeHUe PeryJisiliui TeMoI1033a Ui €ro Mo/iaBieHne, 00yciIoB-
JIEHHO€ UIMMYHOIIATOJIOTMYECKUM COCTOsSIHUEM; 1e(pelUT (PaKTOpPOB, CTUMYJIUPYIOIIUX KPOBETBO-
pEHME; BHELUIHUE IyMOpaJIbHbIE WU KIIETOYHEIE BO3JECHCTBHS, B OCHOBHOM MMMYHHBIE, HapyIlla-
IOLIME HOPMAJIbHYIO (DYHKIIMIO CTBOJIOBOI KJIETKH.

Bbonesnp xapakrepusyercs 0Je1HOCTHI0 KOXKHBIX TOKPOBOB M CIM3UCTHIX. [IposiBIeHHEM re-
MOpparn4ecKux KpOBOM3IUSIHUM HA JUIE, TyJIOBULIE U KOHEYHOCTAX. [10I0KUTENBHBI CUMIITO-
MBI JKI'yTa, IIMIKA; HA MECTE YKOJIa U MHBEKIMH 00pa3yroTcst reMaToMbl. Hepeaku KpoBou3mus-
HUS B CETYATKy IJ1a3a M BUJIMMBIE CIM3HCThIE — KOHBIOHKTUBBI, TyOBI, CIIM3UCTYIO TIOJIOCTH PTa.
KpoBotouar aecHsl, ciusucras Hoca, KKT. Hepenko cieactBuem TsKesnoil HEUTPOIIEHUH CTaHO-
BUTCSI THEBMOHUS, OTUT, [TUEJIUT U APYTHE BOCTIAIMTENbHbIE IIPOIECChl. Yalle BO3MOXKEH CETICHUC.
VY KEHUMH B CBA3M C OBAPUAIBHBIM LUKJIOM MOTYT IPOMCXOJUTHh KPOBOU3IMSHUSA B SUYHHUKH,
CTUMYJIMPYIOLIE HHOTIa BHEMATOUHYIO0 OepeMeHHOCTh. MEeHCTpyaIbHbIe KPOBOTEUECHUS B Havyase
00JIe3HN OOWITHHBIE, 110 THITY MEHOPPAru# (P MOAOCTPO (hopMe Pa3BUBACTCS OJTUTOMEHOPES).

ITpu AA He HabmogaeTcs )KEATYIIHOCTU U CIIJICHOMETAINN; YPOOMIIMH B MOYE OTCYTCTBYET;
CBIBOPOTKA KpOBH OJieiHAasl, COAEpkKAaHUS B HEM OMIMpyOrHa HE MOBBIILIEHO. 3al10/I03pUTh JTaHHOE
3a00JIeBaHMe NTOMOTYT Pe3yJbTaThl OOILEro aHaln3a KpoBH, I/le B TON MM MHOM CTeneHu OyneT
CHIDKEHO KOJHMYECTBO (DOPMEHHBIX 3JIEMEHTOB KPOBU. AOCONIOTHBIH YPOBEHH JIMM(OIUTOB B
OOJIBILIMHCTBE CIIy4aeB OCTaeTcsi HOpMaibHbIM. KonnuecTBO TpOMOOIMTOB BCErja CHHKEHO,
MHOI'/Ia HE yJaaeTcss 0OHApyXUTh UX BOOOIIE: YATUHICTCS BpeMsi KPOBOTEUCHUSI, Pa3BUBAETCS T'e-
MOpparnyeckuii cuapoM. Y GonbmmmHcTBa 00abHBIX yBenuuuBaeTcss COD no 30-50 mm/u. Co-
JiepKaHue ’kKele3a ChIBOPOTKU y OOJBIIMHCTBA OOJIBHBIX YBEIMUYEHO, HACHIIIEHUE TpaHCheppHuHa
npubnmxaercs kK 100 %. [l noaTBepxkaeHus JUarHo3a HeoOX0JUMO MPOBEIAECHNUE TPEaHoOHo-
IICUHU ITOJAB3IONIHON KOCTH.

OCHOBHBIM M €JMHCTBEHHBIM IIaTOI€HETUYECKUM METOAOM JieUeHHs AA, MO3BOJISIOLINM
paccYUTHIBaTh Ha CHACEHUE KM3HM OOJBHOTO, SBJISIETCS TPAHCIUIAHTALMS KOCTHOTO MO3ra OT
COBMECTHMOI'O JJOHOPA.
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IIporuo3z AA 3aBUCUT OT MHOTHX (PAKTOPOB, OCHOBHBIMH M3 KOTOPBIX SIBJISIIOTCS: CTEIECHb
YTHETEHUS! KPOBETBOPHOM (PYHKIIMM KOCTHOI'O MO3Ta; BO3pacT OOJBHOIO; XapaKTep U MEePEeHOCH-
MOCTb OOJIBHBIM NMPOBOAMMOTO JieueHus. B oHUX ciaydasx O60sie3Hb MPOrpeccupyeT ObICTPO U 3a
HECKOJIBKO HEJIENb WJIM MECSLIEB MPUBOJIUT K CMEPTH, B APYTUX — MPOTEKAET XPOHUUECKH, C Te-
PHOAMYECKUMH 000CTPEHUSAMU U peMHUCCUsIMU. IHOT/1a HAacTynaeT MOJIHOE BhI30POBIICHUE.

Buvieoown

ArnutactTrueckasi aHeMusi — TsDKeJloe 3a00J1eBaHNe CUCTEMbl KPOBH CO CHHKEHHEM CoJiepKa-
HUS KJIIETOK KOCTHOTO MO3ra, KOTOPO€ O CETOJHSIIHErO JIHA U3Y4aeTcs B MEJULMHE. bosbHEIE,
3aboneBmue AA, SBISIOTCS, U3JI€YUMBI IIPU TPAHCIUIAHTALUK KOCTHOI'O MO3Ta 1 MMMYHOCYTIpEC-
CHUBHOU TEpanu.
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Beeoenue.

Kocormasue — 3T0 HEe TOJNBKO TSAkKeNbld (PYHKIIMOHATBHBIM HEAOCTATOK M KOCMETHUYECKHI
nedeKT, HO U COCTOSIHHE, BIUSIONICE HAa ICUXUKY TAI[UCHTA.

B xommiiekcHOM Jie4yeHNH KOCOIJIa3Hsl JOMUHHUPYIOLIEe MECTO 3aHHMAIOT XUPYPrudeckue
METOJIbI KOPPEKIUU NEUCTBUS TJa30JBHTaTENbHBIX MBI, B TIa3HON XUpypruum B CHIIy He-
OOJBIINX pa3MEpPOB OpraHa U €ro JIETKOM paHUMOCTH OCOOEHHO Ba)KHO JIOBECTH ONEPALMOHHYIO
TpaBMy 0 MUHUMYMa U 10 BO3MOXXHOCTH COXPAHUTh aHATOMO-(PHU3UOIOTUIECKUE COOTHOIIICHHUS.

B Hacrosmuii MOMEHT akTyalbHO JalibHENIee H3yUYeHne U CO3aHKe MAISIIUX JOCTYOB K
INIa30[BUTATEIIbHBIM MEIIIAM TPU KOCOIJIa3WH, OOECIICUUBAIONIUX CHIDKEHUE KOJIMYECTBA
OCJIO’KHEHUH, YCKOPSIOMIMX U YIPOUIAIOIINX POBEACHUE ONIepPaTUBHBIX BMEUIATEIbCTB.

Heno

N3yuenne 2ppexTHBHOCTH KIIAMTaHHOTO JTOCTYIA K [N1a30/JBUraTeIbHBIM MBIIIIIAM [IPH TOpHU-
30HTaJILHOM KOCOTJIA3HH.

Mamepuan u memoowvl uccie008anus

beuti poaHaNM3UPOBAHBl PE3YNIBTATH XUPYPrHUECKOTO JICUCHUS PA3TUYHBIX BUIOB KOCO-
ria3ust y 56 00JbHBIX (M3 HUX 32 MY>KUYHUHBI U 24 KEHITUHBI) HAXOAUBIITNXCS HA JICUEHUU BO BTO-
pom rnazHoMm otaenenuu I'Y HMIL PT B nepuog ¢ 2015 mo 2017 rr. Bo3zpact nanueHTOB KoJie-
Oancs ot 16 mo 37 mer (B cpemnem 21,1 tom). Yrom Kocoriasusi Ompenessics MO0 METOIy
['mpmbepra u coctaBui B cpeaneM 44,1 + 5,2°. OctpoTta 3peHust Ha KOCALIHIA 11a3 Kojebancs oT
ceeroomymieHus 1o 0,8 (B cpeanem 0,16), Ha 370poBOM T1a3y B cpenHeM Obuia paBHou 1,0. Ko-
COIJIa3ue CEHCOPHOM JenpuBaIMU JUarHOCTUPOBaHO Y 10 G0NbHBIX, pedpakiroHHoe — y 46 60b-
HBIX. D30Tponus Habmoanach y 11 manueHToB, 3k30Tponus — y 45 MalueHTOB.

C uenbro CHIKEHHUS TPaBMAaTUYHOCTHU OTIEpPAIiH, 32 CUET BIOOpa ONTUMATIbLHOW BETUYUHBI U
MeCTa pacrojoXKEeHUs! pa3pe30B HaMU ObLT pa3padOTaH U MPUMEHEH KIIAaHHBINA JTOCTYI K TOpHU-
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