NMHdopmauua gna nayueHTa

Kuaaccuueckas roMOUIMCTUHYPUA, Ileq)I/IHI/IT III/ICTaTI/IOHI/IH-6eTa-CI/IHTa3bl
Yro Takoe roMmouncTUHYpHS?

['oMomnucTuHYpUS — 3TO TpyINa HAcAeACTBEHHbBIX 3a00JI€BaHM, TPU KOTOPBIX
MOBBIIIAETCS YPOBEHb TOMOIMCTENHA B KPOBH. [ OMOLIMCTEHH BIMSIET HA MPOIECCHI
CBEPTHIBAEMOCTH KPOBH, CEPICUHO-COCYUCTYIO CUCTEMY, HEPBHYIO CUCTEMY, COCTUHUTEIbHYIO
TKaHb.

['omMouucTHHYPHS MOXKET ObITh BbI3BAaHA: MyTallMEeH B HECKOJIBKUX pa3HbIX TeHax. Bee
9TH F€Hbl OTBETCTBEHHBI 32 CUHTE3 ()EPMEHTOB, KOTOPbIE YUACTBYIOT B TOM, KaK Halll OpraHUu3M
UCTIONB3YeT U 00pabaThiBaeT aMHHOKUCIOTHL. Hanbonee pacnpoctpanenHoii hopmoii
TOMOLIUCTUHYPUH, SABIAETCS JePUIUT (pepMEHTa IUCTaTUOHUH-0eTa-CUHTa3bl, KOTOPBII
BO3HHMKaeT npu Mmyranusx B reHe CBS.

Kak MPOABJIACTCHA KJIaCCHIECCKas FOMOII]/ICTI/IHypI/Iﬂ?

Jletu ¢ 3TM 3a00J1€BaHUEM HE UMEIOT OCOOCHHOCTEH NpH pokaeHuu. [lepBbivu
HecTenu(pUIeCKUMU CHUMITOMAaMH MOTYT OBITh 3a/IepyKKa TICHXOMOTOPHOTO Pa3BUTHSA,
YMCTBEHHasl OTCTaIOCTb, CKEJIETHbIE 1ehopMalvy (BaJIbI'yCHAsl yCTAHOBKA KOJIEHHBIX CYCTaBOB,
KHA()OCKOIMO3bI, BOPOHKOOOpa3Hast WiIH KUJIeBHIHAS IeOopMaliy TPYIHON KIETKH),
Kap/IMOBACKYyJIApHast aTOJOI U, YacThle epesoMsbl (y JeTell cTapllero Bo3pacra).

XapakTepHa naToJIOTUs TJIa3HOTO anmapaTta: cyomtokcanus (JFOKCalus) XpyCTalIuKOB,
4acTO OCJIOKHSIOIINICS BTOPUYHOM IJIAyKOMOM, HEPEAKO MMEIOIIEH 3JI0KAYECTBEHHOE TEUEHHUE,
MUOTMHSI, aTpO(Hs 3pUTENBHBIX HEPBOB, KaTapakTa U OTCIOMKA CETYATKU.

VY manueHToB NOAPOCTKOBOTO U MOJIOAOTO BO3pacTa MOI'YT BOSHUKHYTh TPOMOO3BI,
KOTOpBbIE SBJISIOTCS TJIaBHOM MPUYMHON HH(papKTa MHOKapia WM HHCYJbTa ¢ (POPMHPOBAHUEM
0YaroBOi HEBPOJIOTMUECKONH CUMITOMAaTUKN BO3HUKAIOT MPEUMYIIIECTBEHHO Y MAIIUEHTOB
MIOJIPOCTKOBOTO BO3PACTa.

Jlpyrue BO3MOKHBIE CUMIITOMBI BKJIFOUAIOT 3a00JIeBaHUE KOCTEH (CKOINO03), MPOOIEMBI C
MICUXUYECKUM 3/I0POBBEM U TIPOOJIEMBI C TOBEACHUEM (HAIIPUMED, CUHIPOM JeduIinTa
BHUMAaHUS U TUTIEPAKTUBHOCTH ).

Kak nHacienyercs kiaccuueckasi roMOIUCTHHYPUSA?

FOMOHI/ICTI/IHypI/Iﬂ OTHOCHUTCA K HACJIICACTBCHHBIM 3a00/I€BaHNAM U nepeaacTes 1mo
ayTOCOMHO-PEIECCUBHOMY THITY. JTO 3HAYUT, YTO OOJIE3Hb MPOSBISAETCS TOIHKO B TOM Cllyuae,
eci 00a pOIUTENS SBISIOTCS HOCUTEISIMUA U, XOTS CaMU OHU He OOJICIOT, TIepeIaroT peOCHKY
JIBa TIOPAKCHHBIX T'eHa. BONBIIMHCTBO ceMel, Tie ecTh peOEHOK ¢ 3TUM 3a00JIeBaHUEM, HE
CTAJIKUBAJIUCH PaHbIIE C TIOI00HON MTPoOIeMoii. PUCK MTOBTOPHOTO pOKIeHUS O0JIBHOTO peOeHKa
B CEMbeE, IJIe YK€ eCTh OOJbHBIC AETU, COCTABIAET 25% Ha KOXKIyI0 OEpeMEHHOCTb.

Bce ceMbu ¢ TOMOLIMCTUHYPHUEH TOMKHBI 00S3aTEFHO MPOUTH MEIUKO-TEHETHUECKOE
KOHCYJIbTUPOBAHUE U MOIYYUTD MOJIHYIO0 HHPOPMAIUIO OT Bpaya-TeHETHKA O PUCKE IIOBTOPHOTO
MPOSIBIICHUS TAHHOTO 3200JI€BaHMS B CEMbE, OOCYAUTH CO CIICIUATICTOM BCE BOIIPOCHI,
CBSI3aHHBIE C HacJeI0BaHUEM 3a00JIeBaHMsl.



Kak ycTaHaBJIMBAKOT AUATHO3 KJIACCHYECKOH rOMOUMCTHHYPHUH?

HeonaranbHblit ckpHHUHT poBOaUTCs MeTooM MC/MC, ¢ mOMOIIBI0 KOTOPOTO
BBISIBJISIIOT M30JIMPOBAHHOE MOBBIIICHNE KOHIIEHTPAIMH aMUHOKUCIIOTHl METHOHHHA B KPOBU.
CKpuHHHT HOBOPOXKACHHBIX Ha Aeuuut CBS MoxeT ObITh BBHINOIHEH MTYTEM BbISIBICHUS
HOBBIILICHHOT'O METHOHMHA U OTHOLICHHS MeTHOHUH/peHmnananud. OIHAKO TaHHBIA MapKep He
SIBIISICTCS BBICOKOYYBCTBUTENBHBIM U CIEHU(GUYHBIM 17151 roMorcTuHypun: ot 20 10 50%
ciry4aeB 3a00JIeBaHHSI MOTYT OBITh IPOITYILICHB, a TOBHIIICHNE KOHIICHTPAIIMH METHOHUHA B
KPOBH BO3HHKAET He TOJIBKO npH aedunure CBS, HO 1 npu 3a001eBaHUAX MTEYCHH, TeUIUTE
METHOHHH-aeHo3uITpancdepassl I/111 1 HEKOTOPBIX APYTHX BPOKACHHBIX HAPYIICHHUSIX

MeTabonmm3ma. [lanee myreM MOJICKYISIPHO-TEHETHYECKOTO aHAIIN3a BBISBIISIOT MyTAIlUH B TCHE
CBS.

Kak Jieyar Ki1accu4ecKyo roMOIUCTHHYPUIO?

MeTroHUH SBIISAETCS HE3AMEHUMON aMUHOKHUCIIOTON (HE CHHTE3UPYETCSl B OpraHU3MeE, a
MOCTYIMAEeT U3 BHE), OH HEOOXOJUMBIM I HOPMaIbHOTO POCTA M CUHTE3a Oelika B OpraHu3Me, u
MOATOMY HE MOJKET OBITh MOJTHOCTHIO UCKIIIOUEH U3 panroHa. CHIKEHHE METHOHUHA
JOCTUTAETCS MyTeM OTPaHUYCHUS Oesika B MUIIE [T MOJAePKaHUs YPOBHS METHOHUHA U
TOMOILIMCTEHHA B KPOBH B IIpeieNiaxX IIeJIEBBIX MOKa3aTesiel JeueHus (OHM HEMHOTO OTJIMYAI0TCS
OT HOPMaJIbHBIX 3HAUYEHUH ). DTO MOTPEOYET 0TKA3aThCA OT OEIKOBBIX MPOJAYKTOB C BHICOKUM
conepxaHueM Oenka, BKIIo4ast Msco, pbIOy, siiiia, CeIp 1 0000BbIE, TOCKOJIBKY OHHU CO/IEPIKAT
00JIBIIIOE KOJIMYECTBO METUOHHUHA U, TAKUM 00pa3oM, pa3pelieHbl P TOMOLUCTUHYPUU JIUIIb B
O4YeHb HEOOIBIIOM KosmuecTBe. [Ipu 3TOM, YTOOBI OpraHU3M MOIydal JOCTATOYHOE KOJTHYECTBO
JIPYTUX aMHUHOKHCIIOT Ha3HAYaIOT JOMOJHUTEILHO K HU3KOOEIKOBOI IMeTe crennaibHbIe
nedeOHbIe CMECH, B KOTOPHIX OTPAHUYEHO COJIepKaHUE TOJIBKO METUOHWHA, a IPyTHe
AMUHOKHCIIOTHI COAEPKATHCA B IOCTATOUHOM KondecTBe. OCHOBHBIE HaBBIKH, KOTOPBIE
JTIOJDKHBI IPUOOPECTH POAUTENN U CaM TAIMEHT- PACCUUTHIBAThH JUETY TAKUM 00pa3oM, YTOOBI
BCE AMUHOKHUCJIOTBI U IPYTU€ HYTPUEHTHI IIOCTYIIAIA B JOCTATOYHOM KOJIMYECTBE, & YPOBEHD
METHOHHWHA OBLJT OTpaHUYEH.

KpOMe AUCTOTCPAIIMN Ha3HAYalt0T BUTAMHHBI, CPEAN KOTOPBIX HanboJiee Ba)KHBIM
apinsierca B6 (#nupuiokcun). TOT BUTAaMUH HEO0X0AUM (PEepMEHTY LIMCTaTHOHUH-0eTa-CUHTa3e
(CBS) ansg HopManbHOU paboThl. [I[ppuMepHO B OJOBUHE BCEX CIIyYaeB KJIACCUUYECKON
TOMOLIMCTUHYHHH HAOJII01aeTCsl YyBCTBUTENILHOCTD K JIEYEHUI0 BUuTaMuHoM B6. Jiist aToro
IPOBOJST CIIEHUAIBHYIO TPOOY ¢ BUTAMUHOM, OTIPEAEISAIOT OMOXMMHUYECKHUE TOKA3aTeN KPOBH.
Ecin nokasareny METHOHMHA U TOMOLIMCTENHA CHUKAIOTCA, TO yCTaHABIMBAIOT JUarHo3 B6-
YYBCTBUTCIIbHAA q)opMa TOMOIMCTHUHYPUN U MHOTUEC M3 3THUX MAOMCHTOB HC HYXXIAIOTCS B
JMEeTOTepanuu, a UM HeoOXOJUM TOJIbKO MpHeM BuTamMuHa B6. BaxkHO ueTko cienoBath
JO3UPOBKaM IIperiapara, KOTOPBIC HA3HAYUT Bpayd JJId MOJIYUCHHUA MAaKCUMAJIbHOT'O 3(1)(1)6KT21
JIeYeHHsI U TIPEAOTBpALeHUsl TOOOUYHbIX siBiIeHni. Ecin He HabmioaeTcst OTBET Ha BUTaMUH B6,
Bpa4yl peKOMEHIYIOT IIPUIEPKUBATHCSA CTPOrOM IUETHI U, KaK IMPAaBUIIO, HA3HAYAIOT
CHELUATU3UPOBAHHBIA MPOIYKT JTUETUYECKOTO JIEYeOHOTO MUTAHUS C OETanHOM. DTO
COEITMHEHHUE CTIOCOOHO NMOMOTaTh «HEHUTPaIN30BaTh)» TOMOIMCTEHH B PE3YJIbTaTe 3aIycKa
0c0o00¥ (hepMEHTHON pEeaKIIHH.

[Ipu HEOOXOAMMOCTH MPOBEIEHUS XUPYPTUUECKOTO BMEIIATENbCTBA 0053aTEIBHO
IIPOKOHCYJIBTUPOBATHCS C JIEYALUM BPauoM, IIPOBECTH UCCIIEJOBAHNE Ha TOMOLIMCTENH KPOBH,

MNPENIPUHITh MEPBI MPODUIAKTUKHA TPOMOO30B, YKa3aHHBIE B JAHHBIX PEKOMEHALINSIX.

Kaxkoii Hy:KHO IPOBOAUTH MOHUTOPHUHT JIJIl NAUEHTOB?



Heo6xoauM MynbTUAMCUUIUIMHAPHBIA TOIXO0/ K HAOIIOACHUIO U JICYEHUIO IMALUEHTOB C
TOMOLIMCTHHYPUEH ClIeUaMCTaMU Pa3HbIX IpoduiIeil ¢ 1enpo odecrnedeHns KOMILIEKCHON
TEpanuy U CBOEBPEMEHHOMN €€ KOPPEKLUH MPH HE0OXOAUMOCTH. [ marueHToB ¢
TFOMOLIUCTHUHYpUEH HEOOXOJUMBI peryJisipHble 00CIeI0BaHNs, KOTOpble HA3HAYaeT Bpad.

Kak manuenTsl mnoJy4aror Jjiedenue B Poccuiickoii @enepanun?

['oMonucTUHYpHS OTHOCUTCS K YUCITY PEJIKMX HACJIECTBEHHBIX OoJie3Hel oOMeHa
BEIIIECTB M BXOJUT B NepeueHb peakux (opdannbix) 3a0oneBanuii. [locie yctanoBienue
JMarHo3a HeoOXO0MMO BKIIFOUEHHUE MAllMeHTa B PETMOHANIBHBIN CErMEHT PETUCTPa MO
KUZHEYTPOKAIOIIIM peAKUM (OppaHHBIM) 3a00ICBAHMSIM, C IIENBIO TaThHEUIIIEro 00eCeueHus
HEOOXOIUMBIM JIeUeOHBIM TUTAHUEM U JIEKaPCTBEHHBIMH MpenapaTaMu.

Kak MoryT nomorarthb poanble u 6su3kue?

He 3a0biBaiiTe — OT ceMbU TakKe 3aBUCUT ycnex jedeHus. HyxHo cobmonats
PEKOMEH/IalliH, HH MPH KaKUX YCIOBUAX HE OMYCKATh «CPBIBOBY» B IUETOTEPAIUU, CICAYET
yAENIATh BHUMAHUE PeabMINTAIIMK U TJITAHOBBIM 00Cie10BaHMsIM. Bee WieHbl ceMbU TOJIKHBI
3HATh, YTO PeOCHOK HYKJIAETCsl B 0COOOM MUTAHUU U OJIU3KHE POJCTBEHHUKHU JAOJKHBI OCBOUTH
HaBBIKH pacyeTa JIUeTHI.

PO[[I/ITCJII/I nmanueHTa ¢ FOMOHI/ICTI/IHypI/IeI\/JI, aB HaﬂbHeﬁmeM n caM IIaluCHT AO0JI>KHBI
OBITh O6yLI€HI>I IIpaBujIaM OpraHu3aluu TCpallum.



