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Paspnsen 6. CnapyblHHacub i 3MeHniBacub apraHiamay

§ 39. CnagubiHHbIA XBapoObl YanaBeka

Y nanepaliHi yac BsggoMa HeKaJIbKi ThICAY CIIaAUbIHHBIX XBapob uajaBeKa.
Ix BeISIVIIEHHEM, BRIBYUSHHEM, PaclparnoyKai Metanay mpaiJakThIKi i TaU9H-
HA 3aiiMaeriia MedvlyblHCKAs 2eHeMmblKA.

I'ennvia x6apobv. — IMBIPDOKAA I'Dyla 3aXBOPBAaHHAY, abyMOYIeHBIX T'eH-
HBIMi MyTanbiami, r. sH. mamkog:xkanuem [IHK wa §3poyHi acoOHBIX TeHay.
Takisa MmyTalbli IPHIBOA3AID 1a 3MAHEHHS CTPYKTYPHI i QYHKIIBIN aaiiaBeqHbIX
OSIKOY, ITITO i JAMKBIND y acHOBe (heHaThITiuHATa TPasayIeHHS TeHHBIX XBapoo.
Y Ooabiiacii BhIHAAKay I'eHHbIS 3aXBOPBAHHI KaHTPAJIIOIOIIlA aIHONM mapai
aJIeJIbHBIX TeHay i HacJjeaymoIia napome 3akouay I. Menmasaa. AryabHas dac-
Tara ix mpadyieHHs ¥ YajiaBeublX ManyaAlnblax ckiaamae 2—4 %.

T'enublss xBapoObI Uaclieil 3a yCcé 3BA3aHBI 3 MAPYIII9HHEM a0MeHY II9YHBIX
pauYbIBay — aMiHaKicJaoT, ByIiiABoAay, Jimimay i r. n. AKpamsa Taro, reHHbIA
MyTaIlbli MOT'YIlb OBII[b IIPBIYBIHAN HAIPABiJIbHATA Pas3BiIIld i (PyHKIILIAHABAH-
HS TBHIX ITIi iHIIBIX TKaHakK i opranay. Tax, madeKTHBIMI reHamMi abyMOYIeHbI
cnal4blHHAA 2ayxama, ampais 3poKkaeaza Hepea, Ulacyinaiacuyb, Kapamra-
nanacyd i mMaT AKiA IHINBISA IaTaJariuyHbIs ITPBIMETHI.

AHBIM 3 caMBIX paclayCIOA:KAaHBIX i HAMOOJBINT BBIByYaHBIX TeHHBIX 3a-
XBOpBaHHAY 3’ayiasera ¢eninkeranypoia (PKY). XBapoba Haciexmyeliia ma
ayTacoOMHA-PAIACIVHBIM THINE i1 cycTpaKaera y capaguim y agaaro 3 8000 HoBa-
HapOJ KaHBIX (JaHBbIA IIpa YacTaTy cycTpaKaeMacIli TyT i maJjieii mpbIBense-
HBI He naa 3anaminanusa). PKY abymoyiaeHa madeKTam TreHa, ki Kaasipye
¢depMeHT, IITO IIepaTBapae aMiHaKicaaTy (peHismasmaHiH y APyryio aMiHakicia-
Ty — ThIpasdid. [[3erni 3 ¢eHiIKeTaHYPBIANA HapaAKalolllla 3HeIllHe 31apOBbIMi,
amTHAK Jans3eHbl (pepMeHT Y iX HeaKThIVHBI. TaMy (eHisTasaHiH HazamamBaeIa
Y apramisme i meparBapaeriiia y Imspar TaKCiUHBIX PIYbIBAY, AKifd IIAITKOIMK-
BaloIlb HEPBOBYIO cicTamy ABilsAIli. ¥ BBIHIKY raTara pasBiBarolllia IMapyIIoHHi
MBIIIAYHAra TOHYCY i paduiekcay, cyrapri, masHeil majiydaeriia ajcTaBaHHE
¥ pPa3syMOBBIM Pa3BiIIITi.

CBoeuacoBasi IacTaHOYKa ALIATHA3Y (HA cCaMbIX PAHHIX sTamax KBIIIIL)
i mepaBoj ABIMAI Ha CHENBIAJBHYIO AbIeTy 3 Hi3KiM yTphIMaHHeM (heHiJ-
aJaHiHy [JasBaJAIb OpamyxXigimes passimimé xBapoOwnl. CTrporas gblera He
abaBs3KOBas Ha IIPAIAryY YCATO JKBIIIA, IaKOJbKi HepBOBas cicTamMa Oapo-
cjara JajiaBeKa OOJIBIII YCTOWJIiBasA Ma TaKCIiUHBIX IIpaAyKTay aOMeHy (DeHiJ-
aJaHiny.

HexkaTopbls cragubIHHBIA XBapoObl a0yMOYJIEeHBI MyTallbIAMi T'eHay, pas-
MeIlTYaHbIX y MaJIaBbIX XpaMacoMax. SIK BBI y:KO Bexaelle, la I'aTail Ipymbl
3aXBOPBAHHAY HaJIEKBIb reMagiiia — crnagyblHHae ITapyIIdHHE 3TyCaHHA
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KpowIBi. I'aTa pamaciynae cusnyeHae 3 X-xpamacomali 3aXBOpBaHHe 3BfA3aHa ca
3HI)KOHHEM I[i TapyIIISHHEM CiHTI3y mayHara (haxTapy 3rycaHHsa KpbIBi. 1Ipwr
IsKKal (popme remadiiii KpeIiBaéki, HeOSICIEUHBIA AJIS JKBIIIS XBOpara, Mo-
I'yIb OBIIb BHIKJIIKAHBI HaBaT HASHAYHAN Ha IIePIIbl HOIVIAL Tpaymaii. JIausH-
He XBOPBIX rema)iigil 3acHaBaHa Ha YBAIA3€HHI (paKkTapy 3ryCcaHHS, SKOTa He
Xamae y apramisme.

Xpamacomnvia x6apobvl. aGyMOYIEHBI XPAMaCOMHBIMI i T€HOMHBIMI My-
TalbIAMi, I. 3H. 3BABAHBI ca 3MAHEHHEM CTPYKTYPHI IIi KOJbKACI[i XpaMacoM.
Csapopn iX MOYKHA BBLIYYBIIb CMPYKMYPHbLA NAPYULIHHI XPAMACOM, MPbLCAMii
na ajymacomax i aikaévla aHamalii naia8vlx XpPamacom.

IIpeIkIagamM 3aXBOpPBaHHSA, BBIKJIKaHAra HMapyIISHHEM CTPYKTYpPhI Xpa-
MacoM, MO’Ka OBIIlb CIHAPOM «KalliHara KPBIKY», aOyMOYVJIEHBI I2JIeIbIsai
dparmenTa 5-ii xpamacoMbl. XapaKTospHA# IpbIMeTail raTaii IsSKKal xBa-
poOBI 3’syiseriiia crenbl(pivHbl MJIay A3inAIi, 3BA3aHLI 3 aHaAMaJiaMi pas-
BilIA rapraHi, AKi HaragBae MAYKaHHe KomKi. I[3eri 3 cimgpomam «kaijina-
ra KpBIKY» HapaIKampIllla 3 HidKall Macail IeJsa i HegapasBiIllléM rajiayHora
mo3ry. SIHBI ajcTapIlb aj 34apPOBBIX amHaroakay y (isivyHbIM i pasdyMOBBIM
passimii. Toapki Mamas yacTka xBOpbIX (Kauxsa 14 %) maskbiBae ga ¥3pocTy
10 razgoy.

IIperubiHai TaKOHW IMBIPOKA BAJOMAM i pacmaycro:kaHail XxpamMacoMHaM
xBapoObl yajiaBeka, AK ciHapom [layua, 3’ayusdera tpeicamia ma 21-i xpa-
macome. Yacrata 3axXBOpPBAHHA Y CAPSAHIM CKJaZae an3iH BhITaJaK Ha
700 HOBaHapomxaHbIX. [as dtoaseit 3 cimgpomam [layHa xapaKTspHBI pasy-
MOBas ajJCTaJiacilb, Hi8Ki POCT, MPBIIIIOCHYTHI TBAp, MAaHTaJOiAHBLI pPaspas
Bausii, AaapMaBaHblsd BYITHBIA pakaBiuel (Maj. 98). Hacra Hasiparoriia Kaca-
BOKAcCIIb, IIAPOKi capasuHa-cacyasicTail cicTaMbI, OpraHay cTpaBaBaHHSA i iHIII.

Bagombisi Takcama 3aXBOpBaHHI, a0y-

MOYJIeHbIA TpblcaMiain ma 13- i 18-
xpamacomax. [l3eri 3 Takimi amamasigmi
3BBIUATHA MaMipalolb YV PaHHIM y3pocIie ¥
CYBsI3i 3 MHOKHBIMI IMapoKaMi pasBiIfiid.

HexkaTopblss XxpaMacOMHBIA XBapoObI ua-
JaBeKa 3BA3AaHBI ca 3MSHEHHEM HapMaJb-
Ha# KOJBbKACIIi ITajlaBbIX XpaMmacom. Tak, y
I3AYUYBbIHAK 3 MOHacaMiail ma X-xpamacome
(zabop 44A + X0, aysiém abasHauaronb acy-
THACI[b XpaMacoMbI) pa3BiBaeIla ciHapomMm
IMapamsyckara — Topuepa. Yacrara
cycTpakaemaciii 3axXxBOPBaHHA CKJajgae
Kaaa agHaro Beimaaky mHa 3000 Hosa- Man. 98. Ozius 3 ciHgpomam [ayHa
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Man. 99. O3say4biHKa
12 rapgoy 3 ciHgpomam
LLlapawusyckara —
TapHepa

HaAPOMKAHBIX O3AYUYbIHAK. XBOPHISI aApO3HiBaIOIIlA Hid-
KiM pocraM, HemapasBiI[IléM IIePIIACHBIX i APYyracHBIX
maJiaBbIX IPBIMET, Odcnioana3eM. [IpbikaagHa § mIajoBbI
I3AYUYBIHAK 3 IM'9THIM CiHApPOMAaM CKapouaHa IbId, aj IIa-
TBLIIIBI Ja Y9 IPaxX0o3Alb KPbLIAIIAaL00HBISA CKJIA-
Ki cKypsI (MaJja. 99).

Cimgpom mogicamii ma X-xpamacome ¥ KaHUBIH Ha-
sipaerna 3 uacraroil xaua 1 : 700. Yacmeir 3a jcé €u
abymoyyieHbl Tpbicamiai (Habop 44A + XXX), panzeit
cycTpakamwiIina Tarpacamisa (44A + XXXX) i nmenraca-
Mig (44A + XXXXX). V¥V GonbIiaciii BeITTaAKAY CiHApPOM
He cyIIpaBaj:Kaelilla 3HAYHbIMi (DeHATBHIITIYHBIMI mIpa-
AYIeHHAMI. Y HEKaTOPhIX *KAaHUYBLIH MOMXKA IIpadyIdaIiiia
HeBsJIiKas pasyMoBas ajcTajiaciib, YacaM ajJ3Havaeriia
odcIIona3e.

Cingpom KasgitndeabTapa cycTpakaeria ¥ capaauim y agaaro 3 500 my:x-
ybIH. 3aXBOPBAaHHE 3BA3aHa 3 HasSYHACITIO JilTHAN X-XpaMacoMbl (KapbIATHIT
44A + XXY) i npaayaderniia ¥ nepbid] MaJjaBora macuAaBaHHA. [ XBOPBIX
XapaKTdpHaA HeJapasBiIlllé BOHKABBIX IMAJIaBbIX OpraHay i sedyak, mapyIllsHHE

Man. 100. OHak
3 ciHgpomam
KnsaHdensTapa

mparpcy cuepMarareHesy i, AK BBIHIK rartara, OsCIIOf-
nze. My:kublHbI 3 ciHgpomam KiasaiiHgeabTopa 3BbIYaAHA
BaJIOZalOb BBICOKIM pocTaM, »KaHUbIHANAJZOOHBLIM Iie-
JackJjagaM, yV iX ajsHauvalolia MMaBeiusHHe MaJIOUHBIX
3aJ103 i caabbl pocT BaJjacoy Ha TBapbl (MaJj. 100).

3axeopeanHti ca cnaduvlHHAl CXiNbHACYIO0 CKJALA-
oIlb acabiaiByio rpyny xBapob uasaBeka. Jla ix HaJe-
JKallb, HANIPBIKJIAI, TimepTaHiunas xBapoba, Opauxisaiab-
Has acTMa, iImmsMiuHas xBapo0Oa caplia, IILIPO3 IMedaHi,
sA3BaBas xBapoba crpayuika i imm. TasoyHae ampos-
HeHHe I'9ThIX 3aXBOPBAHHAY aJ M'eHHBIX i XpaMacOMHBIX
3aKJIIOUaela ¥ 3HaUHBIM YILJIBIBE YMOY HaBaKOJbHAara
acAponns3a i cmocaly JKBIIIISA dYajiaBeKa Ha pPasBiIfié
i mpansakanue xBapoOwl. IIsyHae cianmyuysHHe HeCIPBIAIb-
HBIX (paKTapay MOKa CIPBISIL PAHHAMY IIpasyIeHHIO
XBapoOkBI ca CIafublHHAN cxXigbHacio. Tak, 310y KbIBaH-
He aJIKaroJjieM MOJKa COpaBaKaBallb Pa3BiIlIl€ ITBIPO3Y
mevaHi, A3BBI CTPAyHiKa, III9para iHIIbIX 3aXBOPBAHHAY,
a KypoHHE MPLIBECIIi 1a Y3HIKHEeHHA rinepTaHiuHall XBa-
poObl, OpaHXisAMbHAN aCTMBI i T. 1.
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HvLaznocmulka, 1a4snHe i npaginakmoslka cnadiblHHbLX X6ap06. Y MHO-
rix KpaiHax cBetTy, y ThIM JiKy i ¥ PacrryOainer Besapyces, icHye ceTKa ycTaHoY,
AKia 3abscmeuBaionb MedvlKa-2eHembliHAe KAHCYJLbMABAHHe HaCeJ bHIiIlITBa.
Tanoyuait mMaTaii TakKora KaHCyJbTaBaHHS 3’ayisdelllla IpaayXijgeHHe Hapa-
IJKOHHSA O3AIel ca CIIamluyblHHBIMI 3aXBOPBaHHAMI.

Bamnpki 6ygyuara aginsiii, y AKix €éciib cBasgKi ca craguybIHHBIMI XBapobami
a0o AKig §)Ko MAaloIlb O3dIlel 3 MPBIPOAKAHAN IIaTajioridil, MaBiHHBI 3BApP-
Taiia ¥ MeIblKa-TeHeThIUHYI0 KAaHCYJBbTAIIBII0 Y IepIiryio dapry. Menabika-
reHeThIUHAE KaHCyJbTaBaHHE TaKcaMa ITaKasaHa y BBINAIKY, KaJji Oyayudas
MaIlli crapsumias 3a 35 ragoy (Iphkl 'STHIM iCTOTHA y3pacTae BeparogHACIb
3’ayIeHHs A3AINEeN ca CIagubIHHBIMI aHamMaJdiami), i ceM’ssM, y AKiX My
3 JKOHKaW 3’ayJIAIonila KPpoyHbIMi cBagkaMi. JIiubImiia, IIITO KOMKHBI YaJIaBeK
3’ayasenia HochObiTaM Xallsd 0 HeKaJbKiX IIMKOAHBIX PIIIACIYHBIX MYTaIlbIi.
Y GaiskapogHACHBIX IILII00AX 3HAUHA ITaBBINIIaHA BeparogHacilb reTapasiror-
HacIli My:Ka 3 KOHKAaM Ima afHBIX i THIX JKa PAIPciyHbIX reHax. Tamy ¥ OaIs-
KOV, AKiA 3HAXOABAIIAa ¥ KPOYHBIM CBaAIITBE, YacTaTa HapaIKoHHA A3AIen
3 PAIPCIYHBIMI CIaAUYBLIHHBIMI XBapoOaMi 3HAUHA BBIMIDHUINASL, UBIM Y HAPOI-
HACHBIX IILTI00AX.

BrikapbicTanHe pasHacCTalHBIX MeTanay (TeHeasariuHara, ITbITareHEeTHIU-
Hara, OiAximMiuHBIX i iHII.) ZasBaJjide ypadyaM-TeHETBIKAM BBIBHAUYBIIbL Bepa-
romHAacCIlhb HapPaAKAHHS ABIIAI ca cmaguyblHHAW ITAaTaJIOTiAl, HA PaHHIX aTa-
max aHTareHe3y BBIABIIL XBapoOy i cBoeuacoBa IPHIBHAULIIL alllaBemHae
JSTYDHHE.

¥V sanesxknHactii ax cuenbihiki cmagubIHHATA 3aXBOPBAHHSA AT0 JIAU9HHE MOYKA
YKJIOUallh BEIKAHaHHE acabiaiBail AbleThl (HATIPBIKJIAL, ¥V BRINAAKY (eHiaKeTa-
HYPBIi), YBAA3€HHE MIAYHBIX rapMoHay I1i iHIbIX BAP, CIIenbIaabHBIX JIEKaBbIX
mpanaparay. Tak, ThIM, XTO XBapae Ha CIAAUYBIHHYIO ()OpMY IIyKpoBara Jblsd-
0eTy, mpbI3HAUAIONb iH’eKIbIi iHCYJiHy, remadimikaMm — daKTapy s3rycaHHs
KpBIBi, AKora He xamae ¥ apranisme. IIpber cimgpomax Illaparmsyckara — Tap-
Hepa, KiaitadenbTspa 1 HeKATOPBIX 1HINBIX IPBIMAHAIOND VBAI3EeHHE MaJIaBbIX
rapmoHay. Takcama § amoIIHiA A3eCAIiroAa3i aKThIyHA PacIpalloyBaioIiia Me-
Tagbl zeHamapanii, TaBOpKa IIpa AKid moiigse ¥ HACTYIHBIM pas[selie.

Bsagoma, mTo xBapoOy, YV TBIM JIIKY 1 CIaAUBIHHYIO, JATUSH IAIlAPIA3inb,
YBIM JAYBIITb. AKPaMs Taro, Ha CEHHAIIHI A3eHb 9(DEeKTHIYHBISA MeTa bl JIAUIH-
HS iCHYIOIb JaJIéKa He IJIA YCiX CIIaJubIHHBIX 3aXBOPBaHHAY. TaMy BarKHBIM
cpomkaM Oapamb0bl 3 iMi 3’ayasaenia npadisakTeika. Byayusim OanbsKam Head-
XO4HAa YaiuBallb, IIITO KypPoHHE, YKbIBaHHE aJKarojio i acadjaiBa HApKOTHIKAY
p23Ka IaBAJIYBAIOIb BEpArogHACIlh HAPAJKOHHA ABIIAII ca cHnagubIHHBIMI
anamaiisgmi. BaskHbiMi YMoBaMi 3HiKSHHSA yacTaThl 3’SyIeHHS CIIaIUbIHHBIX
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XBapo0 3’ayiIdionila TaKcaMa KJIOIAT IIpa YBICIIHIO HaBaKoJIbHAra acsapoj-
I35, IpaBepKa Ha I'eHEeTHLIYHYIO OSCIEKY JIEKaBBIX i KACMETBIUHBIX CPOLKAY,
XapuoBBLIX MabaBak, IIpamaparay ObITaBOii ximii, cBoeuacoBBI 3BApOT ceM’ sy
Y MeJbIKa-TeHEeTHIUYHbISI KaHCYJIbTAIIbIi i iHTII.

Capon cnagublHHBIX 3aXBOPBAHHAY YajlaBeKa aJpPO3HiBAIOIb TI'€H-

HBIA i XpaMacOMHBISA XBapoObl. 'eHHBIS 3axBopBaHHI (deHiake-

TaHypbld, remadinisg i iHim.) aOyMoyiieHbl T€HHBIMI MYyTaIbIAMi.
IIperubiHaii XpaMacOMHBIX XBapoO 3’AYIAIOIIA XPAaMAaCOMHBIS i TeHOM-
HBIA MyTallbli. XpaMacOMHBIA 3aXBOPBAaHHI MOTIyIlb OBIIb 3BABAHBLI Ca
CTPYKTYPHBIMI IapyIHHAMI XpamacoM (CiHZpoM «KalliHara KpBIKY»),
ayTacoMHBIMI TpbicaMiaMi (cinapom [layHa), JiKaBbIMi aHaMaiAMi maJa-
BBIX xpamacom (ciagpombl Kasiiadeabrapa, Illapamsickara — Tapuepa,
mosicamii ma X-xpamacome ¥y KaHUBbIH). AcabJiByio I'pyly CKJaIaiollb
XBapoObl ca CHIAAUbIHHA CX1JbHACIIO, PasBilé i mpangxkambe SIKix
y BAJIiKall CTYIIeHi 3aJIeKBIIb al YMOY acapoAa3s i crocaldy KBIIIST Ja-
JaBeKa. ICHYIOI[b PO3HBISA MeTaabl AbIATHOCTHIKI i JISUSHHS CIIaTUBIHHBIX
xXBapo0, agHAK raJIOYHYI0 PoJo ¥ Oapalib0e ca cIiagubIlHHBIMI XBapobami
aabITPhIBae ix mpadijaKThIKa.

1. Y 4biM 3aknovaeyua npbiHUbINOBAaE aApO3HEHHEe MaMiX FeHHbIMI i XpamacOMHbIMI
xBapobami?
2. AxapaKkTtapbl3yiLe BAAOMbISi BAM MEHHbIA | XpaMacOMHbIsi 3aXBOPBaHHI YanaBeka.

3. Y 4ybIM 3akniovaeyua ranoyHae agpo3HeHHe xBapo6 ca cnagdblHHaM CXinbHaculo af reH-
HbIX i XpaMacoMmHbIX? fKis thakTapbl MOryLb Crpbisillb PasBiLLl0 3aXBOPBaHHAY ca cnafybiHHAM
cxinbHacuo?

4. Y 4blM 3akntovaella acHoyHasa MaTa MefblKa-reHeTblyHara KaHcynbraBaHHA? Y §KiX Bbl-
najKax 3BapoT Yy MefblKa-reHeTbI4HY KaHCynbTaublio 3'aynselua abcantotHa HeabxoaHbIM?

5. Yamy y cem’six, A3e MyX 3 XOHKan 3aynsawouua KpoyHbiMi CBaskaMi, 3Ha4yHa nasblllaHa
pbi3blka HapafK3HHA O3sLei ca cnagdbliHHbIMI aHamaniami?

6. Ons nogsen 3 skiMi cnafybiHHbIMI 3aXBOPBAHHAMI MarybiMa Y)XKblBaHHE rapMaHanbHara
na4sHHA? ObleTarapanii?

7. Hagagiue acHOYHbI Mepbl npadinakTbIKi Y3HIKHEHHS cnaayblHHbIX XBApob vanaseka.

8%, HapapaHHe fA3sauert 3 fKiMi xpaMacoMHbIMi XxBapo6ami Marybima, kani y 6aubki Meés
npauskae HapMasbHa, a y Maui nanaebii Xpamacombl He pasbixoassuua (abensse nepamsiLyaoL-
ua ga apgHaro 3 AByx nostocay knetki)? A6o kani ¥ maui meés npausikae HapmarbHa, a ¥ 6aubKi
Hagipaeuua HepasbIXO[)XaHHe nanasBbiXx Xpamacom?
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